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TepMiH «noniunTeMia» 03Ha4ae abCo/MOTHE a00 BIAHOCHE NIABULLEHHA reMOrN00iHy/remMaToKpuTy LLOAO PePEPEHTHNX 3HaUYEHb, XapaKTepHe
0N KINTBKOX 3aXBOPIOBaHb, MOB A3aHWX i3 NPOAYKYBaHHAM OPraHisMoM NiABULLEHOT KiTbKOCTI €pUTPOLNTIB Y KPOBI. BaxnnBo BYacHO po3nisHa-
TV CnpaBxHio noniuntemito (polycythemia vera, PV), aka € cEpo3HUM CTaHOM | NOTPeBye cneuianbHOoro NikyBaHHS 419 KOHTPONIOBaHHA Haad-
MIPHOT MPOAYKUIT KNITVH KPOBI Ta 3anobiraHHa TpoMO03amM Ui iHWKM yCKNaaHeHHaM. BToprHHa noniuntemia (secondary polycythemia, SP) no-
TpelOye 3'aCyBaHHA OCHOBHOT MPUYNHI XBOPOOU, 1T YCYHEHHA ONA HOPMani3alil MoKasHMUKIB remorpamu. KOXHUn Bua noniuutemii mae
cneundiyHi NPUYNHN Ta MEXaHI3MN PO3BUTKY, LLLO BM3HAYAE NIiAXiA A0 NiKYBaHHS Ta NPOMINaKTMKN YCKNaAHEHb. TOMY BCTAHOBNEHHA NPaBn/Ib-
HOrO fiarHo3y Mae BE/IMKe 3HaYeHHA.

MeTa — npoaHanizyBaTi KiHiYHI 0COOAMBOCTI NOAILMTEMIT Ta Niaxoam A0 1I AiarHOCTYBaHHA B AITeN Ha NPUKNaAl KNIHIYHUX BUNaOKIB.
[MpoaHanizoBaHo KNIHIYHI BUNaAKY B AiTel i3 noniumteMielo. HaseaeHo TemMatuyHnid ornaa nireparypu. 3aCToCOBaHO Taki MeTOAM [iarHOCTYBaHHS:
aHania KPoBi 3aranbHNUA | GIOXIMIYHWIA, LMTONOTIYHE, NaTOMCTONOrMYHE, MOEKYNAPHO-TEHETUYHE (Y ABOX HE3A/IEXHVX FeHEeTUYHINX NabopaTopisX),
YbTPa3BYKOBE AOCNIAXKEHHH, eNeKTpokapAiorpadilo, exokapaiorpadito, peHTreHorpadito, KoMn'toTepHy ToMorpadito, PioporacTpoayoieHoC-
Konito, (PiIOPOKONOHOCKOMIO.

OnncaHo YoTUPK KNIHIYHI BUNaAKM NOAILMTEMIT (SP Y 14-piYHOT AIBYMHN 3 NI3HO AIarHOCTOBAHOK BPOXXEHOIO BAJ0OI0 CEPLA | IereHeBoIo rnepreH-
3i€10, 03HaKaMu XPOHIYHOT FNOKCIl Ta rinokcemi; inonatnyHy noniumtemito (idiopathic polycythemia, IP) y 16-pityHOro x10nua 3i WKIAIMBOK 3BMYKOIO
(TIoTIOHOKYPIHHA), PV y 2 aiteit i3 myTauieto JAK2 V617F: aiBuvHKa 16 poKiB 3i 3MiHaMu B KOary/1orpami, rinepemieio o6myya ta KUCTe; xnoneub
17 pokiB 3i cnneHomeranien. BuaBneHo BUCOKMA epuTtponoetnH 3a SP, a H13bkuidi — 3a PV Ta IP. AKLEHTOBaHO Ha CXOXOCTI Ta BIAMIHHOCTAX K/iHIY-
HOI 1 1abopPaTOPHOT NPe3eHTaull Pi3HIX BUAIB NONILUTEMIT B AiTel, BaX/IMBOCTI JOAATKOBKX OOCTEXEHb, 30KPEMa MONEKYTAPHO-TEHETUYHOT O [10-
CNIAXEHH:, ANA Bepudikallil giarHo3y.

BucHoBKMW. BiAMIHHOCTI B KNIHIYHIA | naGopaTopHIii Npe3eHTalll PI3HMX BUAIB NONILMTEMIT NIAKPEC/IOI0TE HEOOXIAHICTE KOMMIEKCHOMO Niaxoay A0
[larHOCTyBaHHA /19 CBOEYACHOT O BUAB/IEHHA 3aXBOPIOBAHHY, MPU3HAYEHHA €PEKTUBHOMO NIKYBAHHA | 3aN00IraHHS YCKNaAHEHHAM.
JlocnifKeHHs BUKOHAHO 3a NpuHUMnamin I'ensCiHCbKOT Aeknapalil. Ha nposeaeHHd A0CNIAKEeHb OTPUMAHO IHPOPMOBaHY 3rofy 6aTeKiB, AiTeN.
ABTOPW 3a8BNSIOTb NPO BIACYTHICTb KOHMNIKTY IHTEPECIB.

Kntouosi cnoBa: noniuntemis, mytauia JAK2 VE17F, giarHocTunka, Aitn.
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Polycythemia is an increase in hemoglobin/hematocrit levels, indicating several conditions that lead to elevated red blood cell production. It's crucial
to identify true polycythemia vera (PV), which needs targeted treatment to manage blood cell production and prevent complications like thrombosis.
Secondary polycythemia (SP) requires identifying and addressing the underlying cause to normalize blood counts. Each type has distinct causes and
mechanisms that guide treatment and complication prevention.

Aim — to analyse the clinical features of polycythemia and approaches to its diagnosis in children on the basis of clinical cases.

Clinical cases of children with polycythemia were analyzed alongside a literature review. Diagnostic methods included blood count, cytological and
pathological examinations, molecular genetic testing (in two labs), as well as imaging techniques like ultrasound, electrocardiography, echocardio-
graphy, radiography, computed tomography, and fibrogastroduodenoscopy, colonoscopy.

Four clinical cases of polycythemia are described: SP in a 14-year-old girl with a congenital heart defect and pulmonary hypertension, showing
chronic hypoxia and hypoxemia; idiopathic polycythemia (IP) in a 16-year-old boy who smokes; PV in two children with the JAK2 V617F mutation:
a 16-year-old girl with coagulogram changes, facial and hand hyperemia, and a 17-year-old boy with splenomegaly. The focus is on the similarities and
differences in clinical and laboratory features of these polycythemia types in children, highlighting the need for additional studies, including genetic
testing, for accurate diagnosis.

Conclusions. Discrepancies in the clinical and laboratory presentation of different types of polycythemia emphasize the need for an integrated ap-
proach to diagnosis for disease’s timely detection, prescription of effective treatment and prevention of complications.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained for
conducting the studies.

No conflict of interests was declared by the authors.
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CLINICAL CASE

Beryn

OJIITIATEMIS € TTOMMUPEHOI0 MTPUUNHOIO

3BepHEHHA MAIli€HTIB 10 remMaToJsiora. Ha-

caMmriepe/i CJIi/l BUKJIIOYUTH CIIPaBKHIO
nosiruremito (polycythemia vera, PV), sika € mieio-
nporidgeparuBHUM 3axBopioBanHaM (MII3), mo
XapaKTepPU3y€EThCST 301TbIEHHSIM MaCH €PUTPOIIUTIB
(Ep), TpoM6030M i BABOMOTOPHUMU CUMITTOMAMHL.
PV — cepiio3He 3aXBOpOBaHHSA 3 TSDKKUMU yCKIIA/T -
HEHHSIMHU, 110 MOXYTb 3aBEPHIUTHUCS CMePTIO
[14,43]. ¥ nonan 90% niaTBeppkenux Bunaikis PV
BusiBIsOThCst MyTallii JAK2 V617F B ex3oni 141 ek-
30Hi 12 Ta € OCHOBHUMU JIiaTHOCTUIHUMU KPUTEPi-
SIMU [IJIs1 BCTAHOBJIeHHs fiarHo3y [43,52,53]. Bax-
JIUBO PO3YMITU BIiMIHHOCTI B KJIHIYHIHU
i JaboparopHiii pe3eHTallii pisHUX (GOPM 3aXBOPIO-
BanHs (PV i SP) 11 mpaBuIbHOTO IiarTHOCTYBaHHS,
1110 YacTo 6a3y€eThCs Ha PETEJbHOMY 00CTEKEHH] Ta
reHeTUIHUX TecTax, 0OpaHHI IPaBUJIBHOI Tepares-
TUYHOI TAKTUKHU. Y CTaTTi 0COOJIMBY yBary mpu/li-
JIEHO MU TAHHIO BUCOKOI TiI03PU MO0 MOJIIUTEMIl
Ta HeOOXiJIHOTO 06CATY 06CTEKEHD [ 1i IIarHOCTY-
BanHs. Huxuye HaBesieHO Pi3Hi KIIHIYHI BUTIAKA
MOJTIUTEMIl 3 BUCBITJIEHHSIM MEXaHi3MiB PO3BUTKY
MAaTOJIOTI1 Ta MiIXOIB /10 AnepeHIiitHOTO iarHoc-
TYyBaHHS 3 OTJISITY Ha Pi3Hi BUAW 3aXBOPIOBAHb, 1110
Ma€ BaKJIMBe MPAKTUYHE 3HAUEHH JIJI51 JTiKapiB Pi3-
HUX CIEIaTbHOCTEeH i CIPUATUME TIOJIITIIEHHIO Jlia-
THOCTYBaHHS ¥ JTIKyBaHHS NAIli€HTIB i3 MM IBUIEHTH
piBaeM remoriobiny (I'6) / rematokpury (ITMK).

Mema nocnijzxenns — npoaHastizyBaTy KIiHIuHI
0COBIMBOCTI OJIIUTEMIT Ta MiAX0/M 110 i giarHoC-
TYBaHHS B JIiTell HA IPUKJIA/II KJITHIYHUX BUTIA/IKIB.
Jocaigxennst BUKOHAHO 3a IpUHIMIIaMu [esbcin-

cbKoi mekmapaiiii. Ha mpoBeneHHs 70CTiKeHb OTPH-
MaHo iHGOpMOBaHy 3roy OaThKiB, JiTEil.

Kainiyawuii Bunazok 1

16-piuHUil TiJITITOK CKEPOBAHUI HA KOHCYJIbTa-
ITiT0 /IO TeEMAaTOJIOTa Yepe3 TiABUIIEHHS TOKa3HUKIB
I'6 ta epurpornutis (Ep) ynpomoBK oCTaHHBOTO
poky. Y 3aranpaomy anamisi kposi (3AK): Ep —
6,47x10"?/n (konmuBanasa — 5,26—6,8x10' /1), I'6 —
176,0 /1 (konuBanus — 171,0-181,0 r/a), vk —
53,5% (koausanusa — 50,0-53,5%), TpomboUTH
(Tp) — 253,0x10°/n (konuBanus — 245,0—
320,0x10°/a1), iH1Ii MOKa3HUKKW reMoTpaMu — 6e3
ocobsmBocreil. 3a cjioBaMu OaThKiB, AUTHHA IIPAK-
THYHO 3710poBa. Pic i po3BuBascst gobpe. Y ciMeiiHO-
My aHaMHe3i: y piHoro 14-piuHoro 6para cepeste
sHauenns I'6 cranosuts 150,0 v/1, Ep — 5,62%10'%/1,
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vk — 47,7%, Tp — 116,0x10° /1, nefikonutapua (op-
MyJa Ta 00’ €KTUBHUN cTaH — 6e3 BiXuieHb. Y Ma-
Tepi Ta 6aTbKa nokasHuku 3AK BimoBizaoTs Biko-
BUM HOpMaM, 6aThbKHU BBasKAIOTh cebe 3[0POBUMH.
CraJto BiJIoMoO, 1110 B XJIOTIIIS TITKiIJINBA 3BUYKA — TIO-
TIOHOKYpiHHs. O0’€KTUBHO CTaH XJIOIIS He [IOPY-
menwit. [IIkipa i Buanmi cm3osi 06010HKM 61110~
poxesi, uncti. Ha obaudui — acne vulgaris.
JlimdompomidbeparuBunii cuapoM BifcyTHIN. Haz
JIeTeHSIMU — BE3UKYJISIPHE IMXaHHS, YaCTOTA IUXaH-
ua (UY/1) — 16/xB, catypartist kucHem Kposi (oxygen
saturation, SpO,) — 99-100%. Tonu cepus 3By4Hi,
pUTMiuHi, yacToTta cepiieBux ckopouenb (HCC) —
76 yn./xB, aptepianbauii Tuck (AT) — 120/80 mm pr.
cr. [Teuinka i cesresinka He 36isbIeHi. BunmoposxHeH-
Hs1 chopMoBaHi, 6e3 matosorivHux qomimmok. Cevo-
BUJIIJIEHHS BijibHe, be3bosicHe. Maca tina — 58,9 kT,
3pict — 169,7 cwm, ingexkc macu tina (IMT) —
20,45 xr/m? (nopma (1)). bioximiunwuii anasi3 Kposi
(BAK): cuposatkose 3aiizo (Fe) — 28,21 mxmouib/nt
(1:9,0-31,1 Mmr™Mouib /1), beputun — 54,6 ur/mu (H:
14,0-92,0 ur/mn), epurpornoerut (erythropoietin,
EPO) - 1,0 MO /™ (1: 4,3—-29,0 MO /M), MeTre-
morsiobin (MetHb) — 0,2% (1: 0,25—2,1% 3araibHo-
ro I'6), neuinkosi ¢hepMeHTH, 3arajbHUi OinipyOiH,
KpeaTuHiH, ceu0BUHA, JakTaTaerigporenasa (JIT),
aysxHa docdaraza (JID), C-peakruBHuii 610K,
TJTIOKO3a Ta 1HII TIOKAa3HUKU — Y HOPMi. YJIBTPa3By-
KoBe pociipkerns (Y 3/]) BHyTpiniHix opraHis, ce-
YOBMBIIHUX IIJISIXiB, HAAHUPHUKIB, IIUTOIOAIOHOT
3asosu (II[3), enexrpokapaiorpadis (EKT), exo-
kapaiorpadig (ExoKI'), pentrenorpadis opranis
rpyaHoi kritku (PTT OTK), dibporactpoxyonetoc-
korrist (DT/IC), pibpokononockomiss (DKC) — 6e3
3MmiH. [IpoBeieHo MOEKYITPHO-TEHETUIHE TOCTi-
mxkenHsa (MT/l) nepugepuyunoi kposi (11aHesnb
MII3) y Biziiii OHKOreHeTHYHUX JAOCIIIZKEHb J1ab0-
partopii MeguuaHOI reHeTHKN HatioraabHOI AU TSTI01
cneriamizoBanoi gikapai (HACJT) «<OXMAT/IUT»:
(t(9;22) (onkoren BCR-ABL Tpanckpuntu p190,
p210, p230), myTariii reriB MPLex10 (W515A,
W515L, W515K, W515R), CALRex9 calreticulin
(19p13.13), JAK2 exon14 c.1849G>T (p. V617F),
exonl12 (myramnii H538-K539delinsL, F537-
K539delinsL, N542-E543 del, E543-D544del,
K539L, R541-E543delinsK, 1540-E543 delinsMK,
H538QK539L, V536-1546dup11, F537-
1540delinsLV), 3a pe3yibraramul SIKOTO BUIIIE3Ta/Ia-
HUX [aTOJIONTYHUX MYy Talliil He BUSIBIECHO. Y MEIUKO-
reHeTuaHOMY JabopaTtopHomy teHTpi (MIJIIL)
«JIEOTEH» KOHTpPOJIBHUM He3aJIeXKHUM JIOCJIi-
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W-400 0 4 DF ¢ il
Puc. 1. Komn’'totepHa Tomorpadia: gedekt
aopTo-nereHeBol neperopoaku (aorto-
pulmonary septal defect, APSD)

JUKeHHAM He BusgBieno myTarii JAK2 (p.V617F).
Bix npoBeaeHHs MyHKIIHHOI i TpenanaiiiiHoi 6io-
ncii kicrkoBoro Mo3ky (KM) mariienT i 6aTbKu Bijl-
MOBUJIMCS. PO3ryisinaoTbest KOHKYPEHTHI 1iarHO31
SP, BpaxoBytouu TIOTIOHOKYPIHHS Ta CIMEHHY 110JIi-
muteMito (familial polycythemia, FP), 3 orsisimy Ha
HasgBHiCTHh HU3bKOTO 3HaYenHs EPO B cuposartiii
KpoBi 3a BizicyTHOCTi myTartii JAK2 € Bucoxka iimo-
BipHicTh HasiBHOCTI MyTattii EPOR [39]. Ha 1ieii uac
K pobouwii giarnos poarisgactbes [P Jlurina me-
pebyBae Tl MAJIBHIM CIIOCTEPEKEHHSIM FeMaToJIora.
¥ pasi MOXKJIMBOCTI PO3ITMPEHHS TTaHe i TeHEeTH Y-
HUX TecTiB Gy/ie 1oaaTKoBO posexeno MT/I.

Kainiyauii BUnazok 2

14-piuna fiBuMHA 3BepHYJIacd Ha KOHCYJIbTAIliI0
110 TeMaToJiora InuT4oro yepes 3Minn B 3AK. /lutu-
Hy TypOyBaJIU Kalliesib, 3a/iuiiKa 3a GisuaHOro Ha-
BAHTAKEHHS, [[IaHO3 CJIM30BUX 000JOHOK. B anam-
He3l — yacTi pecripaTopHi 3aXBOPIOBAHHS, OPOHXITH.
Cimeitnuii aHaMHe3 He 00TsKeHUH. 3a pe3yJibraTa-
MW OTJISIALY: TIKipa 0.1i/1a, BUpakeHa CyXicTh MIKipHIX
HOKPUBIB, aKPOIiaHO3, 11iaHO3 CJM30BUX 0O0JIOHOK.
TosepanTHiCTD 10 (Hi3MYHNX HaBaHTAKEHDb 3HIKEHA.
[ledopmartist ructaabHUX (haJIaHT MAJBITIB PYK Y BU-
sl «6apabannnx nammdoks. Y71 — 28 /xs, SpO, —
91-95% (3a popcosanoro quxanus — 95-96%). Hax
JIETEHSIMU — JKOPCTKE JIMXaHHs, oc1abJieHe mapaBep-
TeOpaTbHO, TPOCIYXOBYIOTHCS POBIIHI XPUITH.
JlimdonpodideparuBuuii cuagpom BigcyTHin. AT —
85/50 mm pT. cT., HCC — 78 yu./xB, cepiieBi TOHI
nocrataboi 3ByuHocTi. ¥ 3AK: I'6 — 193,0 r/x (zia-
nason — 165,0—-198,0 r/x), Ep — 6,73%10'?/n1 (kou-
BaHHS — 5,69-6,59%x10'2/11), Mk — 59,4% (KosmBaH-
ust — 51,8-59,8%), neiikonutnu (Jle) — 17,6x10°/n
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DFOV: 0.0

Puc. 2. 3D-pekoHcTpyKUif. [edeKT aopTo-nereHeBol neperopoaku (aorto-
pulmonary septal defect, APSD: A — po3wupeHnnin nereHesuin ctosoyp (1); BuK-
cxigHa aopTa (2); aopTo-nereHese BikHO (3): b — HM3XigHa aopTa (1); npaBa ne-
reHeBa apTepis (2); niBa nereHeBa apTepid (3)

(kommBanus — 15,8—17,9x10°/), Tp — 258,0x10°/n
(xomuBanus — 258,0—-342,0x10°/1), nigBuIneHHS
Fe — 33,81 mxmonn /i (1: 9,0-31,1 MmKMoOJIB/T) 32
HOPMAJIbHOTO 3HaUeHHs hepuThHy — 34,2 Hr/mJ (H:
14,0-92,0 ur/m) i Bucoxoro EPO — 79,6 MO /mn
(1:4,3-29,0 MO /mui). Iokazauku JIJIT, JID, Y3/]
BHyTpimHix opranis, lI13 — y nopwmi. EKT — piske
BiIXWJIEHHS €JIEKTPUYHOI OCi BIIPaBO, O3HAKU Tillep-
Tpodii nmpasoro maynouka. Ha ExoKI' — dpakiia
BUKH/Y MioKapa 10o0pa, auiaTaiiis i rimeprpodist
[IPABOro IIJIYHOUKA, [iJIaTalliss cToBOypa i riJIoK Jie-
rereBoi aprepii (JIA), 03Haku ereHeBoi rinepTeHsii,
He3HayHa aopTajbHa i TPUKYCIIilaJbHa HeJ0CTaT-
HicTb. Ha 0ocHOBI KJIiHIYHUX JJaHWX (O3HAKKU XPOHiy-
HOI TITOKCIi, TiOKceMii) Ta I01aTKOBUX 0OCTEKEHD
y IUTUHY 3ami103peHo SP Ha 111 IMOBIpHOT BpOKe-
Hoi Baziu cepirst (BBC) Ta apTepioBeHO3HMX aHACTO-
M03iB. PekoMeH/10BaHO KOMITI0TEPHY ToMOTpadiio
(KT), 3a pesyasraTamMu SIKOi i ITBEPKEHO e(heKT
aopTO-JlereHeBoi meperopoku (aorto-pulmonary
septal defect, APSD; Besike a0pTO-JiereHeBe BiKHO)
(puc. 1, 2 A, Bb), siereHeBy rinepTensito, 3MiHU B Ta-
peHximi jiereHb (MHOXWHHI MIJSHKYA 3HUKEHOI
MTHEBMATHU3aIlii Ha 3pa30K «MaTOBOTO cKiay ). OTxke,
BcTaHoBJeHO fiarto3 SP va mizcrasi BBC i serene-
Boi rineprensii. MI'/l, nmynkiiifiny i TpenaHaiiiiny
6ioticito KM He mposesero. IlatmieHTKy cKepoBaHO
[T TIOIAJIBIIIOTO JIIKYBAHHS /IO IUTSYOTO KapAioXi-

pypra.

Kainiunwuii Bunagok 3

16-piuHa iBUMHA CKEPOBaHA HA KOHCYJIBTAIIIO /10
reMaroJiora 3 OrJisi;iy Ha 3MiHM B KOAryJiorpami: 3/10-
BKEHHST aKTUBOBAHOTO YaCTKOBOTO TPOMOOILITACTH-
HOBOTO Yacy 110 43,0—46,3 c. 3BepHyJacs 3i ckapra-
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Puc. 3. KnacnuyHa noniuntemis (polycythemia vera): nponicepatmsHa (noniumtemiyHa) hasa. TpunapocTkoBa rinepnnasis.
Merakapiouutu 3 noniMopHUMKU apamMu, hOPMyIOTb HE3HaUHI ckynueHHs: A—B — 36inblieHHa x40; I, [ — 36inbweHHs x10

MM Ha rifepeMiro 00Imddst, MicIs ePeoX0I0IKEHHS
Ta Ha TJIi eMOIIITHOTO HaBaHTAKEeHH KUCTI PYK CTa-
I0Th XOJIOAHUMHU Ta OarpsHO-4YePBOHUMH, Yac Bij
yacy BUHMKAE PalTOBe [I0YEPBOHIHHS 1 TOTEIJIIHH
KHUCTeH PYK, IO CYTPOBOIKYETHCS CUIBHUM TIEKY-
quM GoJIeM, y emiracTpaibHii TISTHIT — TepiondHa
TSKKICTD. LI cMMITOMU yTPUMYIOTBCS BIIPOJIOBIK
2 pokiB. Y remMorpami BUSIBJIEHO TiaBuiieHHs [0 —
180,0 v/x (miamazon — 170,0-186,0 r/n), Ep —
6,59x10'2/1 (konuBanus — 6,19-7,12x10'2/71),
I'vk — 54,4% (xonuBanus — 52,0-56,9%), Jle —
11,37x10°/1 (kommBannsg — 10,7—11,4x10°/o1), neii-
KoopmyJia: eo3uHodibHI (e) — 1%, naarmyKosiiep-
Hi (1) — 2%, cermenTosiziepi (¢) — 74%, rimporuTi
(1) — 20%, monorutu (M) — 3%, Tp — 666,0x10° /1
(kommBanHst — 665,0—-811,0x10°/a1), mBUAKICTD OCI-
nanng eputporuTiB (HIOE) — 2-3 mm/roa. /lutnna
Hapozausacs Bif | moHoIIEHO1 BariTHOCTI, sSIKa Tepe-
Girasa 6e3 yckiianHeHb. /[0 MOMEHTY 3BepHEHHSI /10
reMaToJiora yacTo He XxBopijia. [IpodismakTuyni mme-
IJIEHHS [IPOBe/IeHO BiAITIOBI/IHO /10 KaJeHapHOTO
riany. CiMeiiHuii anamHe3 0OTsKeHUIT: y Marepi Ta
MoJtoioro 6para BusiBierno xsopoby Ilapko—
Mapi—TyTa (cnasixoBa ceHCOPHO-MOTOpPHA HEBPOTIA-
Tisl, € PIIKICHOIO TEHETUYHOIO MATOJIOTIEND, IO ypa-
’kae epudepudHi HEPBU, Bi/ITOBIlaJIbHI 32 PyX
i ayTimBicTh). CTaH Ha Yac OTJISAY MaJIo TIOpyIie-
HUM, JiBYUNHA HOPMOCTEHIYHOI TiJTOOYI0BH, MIKipa
6J1i10-poOsKeBa, cyxa, Ha 00JINYYi Ta CIIMHI IIPUCYTHI
acne vulgaris, rimepemist miik i kpui Hoca. [Tepude-
puuHi JiMbaTAYHI BY3JH, TIEYiHKA i cele3iHKa He
36iabIneHi. JIuTHHI MPOBEIEHO KOMILTEKC 06CTe-
s)kenb: Y 3/1 BHyTpinmHix opranis, [113, EKI, ExoKT]
PTT OTK, ®T/C ta DKC i3 6iorncieo can3zoBoi
KUIIKHY, IKi He BUsIBUIM natoJiorii. Koncysprarii
peBMaToJIoTa Ta JOCHIKeHHS KPOBI Ha CKPUHIHT
CUCTEMHUX 3aXBOPIOBAHb CMOJTYYHOI TKAHUHU HE
MiITBEPANIIN ayTOIMYHHUX 3aXBopioBaHb. Y BAK
BusiBieno nigsuinenus JIO — 285,0 MO /xa
(u1: 0-270,0 MO/n), 3uuzkennst Fe — 7,7 MmkmMoJib /7
(1:9,0-31,3 mxmoab /1), beputuny — 13,4 Hr/mia
(u: 14,0-92,0 ur/mn), EPO — 1,0 MO /M (u: 4,0—
21,6 MO /mur), innn nokasHuky — 6e3 BigxuieHb. 3a
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naanmu MT/] nepudeprunoi kposi (maneas MI13)
y HICJI «OXMAT/IUT» (ButiesraiaHa) BUSIBIEHO
no3utuBHy JAK2 exon14 ¢.1849G>T (p. V617F),
HasBHICTH AKk01 niaTBepmxKerno y MIJII «JTEO-
T'EH». Y nyuxkrati ta 6ionrati KM BusiBjieHO Ti-
MepIIIa3ifo BCiX TPhOX MapOCTKiB KDOBOTBOPEHHS.
MerakapionuTu 3 1ucMOphi3MOM ITUTOIJIA3MHE Ta
aapa (puc. 3 A-/1). OTxe, 3a CYyKyTTHICTIO KPUTEPiiB
BcecsiTHboi opranizaiiii oxoporu 3/10pos’st (BOO3)
[2,4,58] niarno3 PV y naiieHTKU BCTAaHOBJIEHO Ha
miIcTaBi TPhOX OCHOBHUX KPUTEPIiB: miBuieHHs [0
(>160,0 r/m) abo Tmk (>48,0%), rinepiiesiosipHoC-
ti KM i3 manmieno3om (rimepriiazis BCiX TPhOX Ia-
poctkiB), myTartii JAK2 V617F a Takox ogHOTO 110-
JIaTKOBOTO KpHUTepilo — 3HMKeHui piBenb EPO
B CMPOBATIIi KPOBI.

Kainiyauii BUnazok 4

[lo rematosiora aiuTsiuoro 3BepHyBcs 17-piunnit
XJIOTIEIIh 31 CKApTro¥o Ha 301/IbIIEHHST CeIe3iHKH, STKE BU-
SBJIEHO 11/ Yac CKpUHiHroBoro Y 3/ 6,m3bK0 2 POKiB.
JluTrHa 1IpoiiiLIa psax 00CTeKeHb, Y Pe3yJ/IbIaTi SKUX
BepudikoBaro xBopoOy Kisbbepa Ha mifgcrasi M/
METO/IOM I10JTiMepPa3HO-JIaHIIOr0BOI peakilii. [emaro-
JIOTOM JIUTSTYFIM 3aIIPOTIOHOBAHO KOMITIIEKC OOCTEKEHD
JUUIST 3aTiepedeHHst XBopobu Hakonuuennst Ta MI13.
ITepeneceni 3aXBOpIOBaHHS: BiTpsiHA Bicta, Kip. [Ipo-
(binakTruHi METIeHHS TPOBE/ICHO 3 TIOPYIIEHHSIM Ka-
nengaps. CriagkoBuii aHaMHes: IlyKPOBHii giaber
I Tury B 6abyci 110 MaTepHHCHKIi s1iHil. Aseprosoriv-
HUI aHaMHe3 He 00TskeHni. Q6 €KTUBHO: 3arajIbHIi
CTaH 33/I0BiJIbHIH, Maca Tijia — 98 KT, pict — 179 cm,
Ha/umIKoBa Maca Tizia — IMT=30,59 kr/m?. I1kipa ta
BUJIMMI CJIM30Bi OJ1i10-poskeBi, Bosiori. Typrop Tkanuu
HopMastbHuiL. [Tepudepuuti rivdoBysin He 36ibITe-
Hi. /luxanHs yepes Hic BiJIbHE. Y JIETEHSIX — BE3UKY-
JIIpHE TUXaHHS, XPUTH He BUCTYXOBYIOThCS, Y/] —
17 /xB.Cepuiesi tonnsByusi,purmiuti, HCC—-73y11./XB.
AT —125/70 mm pr. ct. A3uK Bostoruit, yncTuii. Kusit
M SIKUIA, TOCTYTTHUM JI0 TAJIbIIaIlii y BCixX Biytisiax. [Te-
4iHKa He BUCTYIIAE 3-T1i/{ Kpaio peGepHOI IyTHu, Cele3iH-
ka — +1,5 cm. [TaTosoriusol HeBpoOJIOTiYHOI CUMITTOMA-
THUKU He BUsiBJIeHO. liypes caMoCTiiiHUi, 1oCTaTHIH.
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BunoposkHennst yacti (2—4 pasu Ha 100y ), chopmoBa-
ui. 3AK: Ep — 5,58%10'2/11 (MopoJiorist epuTponuTiB
He 3minena), I'6 — 171,0 r/u1, Tmk — 51,6%, peTuxyJio-
it — 18,7%o0, Jle — 5,42x10° /11, neiikormrapHa op-
mysa: e — 1%, 1 — 1%, ¢ — 66%, 1 — 30%, M — 2%, Tp —
326,0x10°/x, IIIOE — 3 mm/Toxn. Y BAK BusiBieno
He3HauHYy HENpsiMy TirepOuTipyoiHeMito (3arajbHuit
6i710K — 29,4 MKMOJIb /JI, TPIMUT — 7,9 MKMOJTb/JT),
migBuIeHHs Tpurainepuais — 2,31 mmoutn,/o1 (1: 0,5—
1,71 mmonw /), Fe — 47,3 mxmons/n (u: 9,0—
31,1 MKMOJIB/J1) 32 HOPMAJIBHOTO 3HAYEHHS (PePUTH-
Hy — 33,4 ur/ma (1: 14,0-92,0 Hr/mMir) i HU3BKOTO
EPO - 2,29 (1: 4,3-29,0 MO/mur). 3a pegysisratraMu
MT /I nepudepuunoi kposi va MII3 y H/CJI
«OXMAT/INT» (Butesrajiana) BUSBIEHO TO3UTHB-
ny JAK2 exon14 ¢.1849G>T (p. V617F), iy ninTsep-
mwxero y MIVITL «JIEOTEH». ¥ miesnorpami 3a HOp-
MaJTbHOI KiTbKOCTI KT THHHUX €JIEMEHTIB Y TTperapaTax
KM BizHaueHo 36epeskeHHsT yCiX MapoCTKiB KPOBO-
TBOPEHH:1, 03HAKU IUCTPAHYJIO- i IMCMETaKapioluTOo-
noesy. BizHocHa KisbkicTh OmactHux Kt — 0,2%.
[TaTosororicrosoriune nocimkents KM: Hopmorte-
smonstpauii (85% ), TpaHyJ IO TaPHUI TTAPOCTOK JIET0
TiNepIia30BaHui, TIPe/ICTABIEHUH yciMa repexiTHIMU
Ta 3piIMMU (OPMAMHE, EPUTPOI/IHI OCTPIBIIL 100pe BH-
pakeHi, 36epeKeHni HOpMOOIACTHIIT THIT J03PiBaHHI,
Merakapionut — 4—6 y modii 3opy. IlepexkonuBux
mMopdooriuanx ozHak MI13 y Meskax gocmimKyBaHo-
o MaTtepiaty He BUSIBJICHO.

Bixnosizno 1o kputepiis BOOJ3 [2,4,58], a Tako:x
OHOBJIEHUX 1 3aITPOMTOHOBAHMX /[IaTHOCTUIHUX TIE]Ti-
arpuuynux kputepiiB N. Kucine Ta ciiBast. (2019)
[36], miarro3 PV y xstomumka BCTaHOBJIEHO Ha OCHO-
Bi TaKUX MOKA3HUKIB: IBOX OCHOBHUX KPUTEPIiB —
nigsuierds pisusg I'6 (>165,0 r/n) abo I'mk
(>49,0%), myranii JAK2 V617F, a takox ogHOrO
JI0/IaTKOBOTO KpUTepito — 3HMKeHHs piBHss EPO
B cUPOBAaTIli KpoBi. KpiMm TOTO, BUSIBIIEHO CIIJIEHOME-
rajiio, gKa, xoua i He € OiliitHUM JiarHOCTUIHUM
KpUTEPieM, Ha HAMTY AYMKY, Ma€ I0/IaTKOBY JliaTHOC-
TUYHY IiHHICTh. [OHAaK oTpuMye acmipun 75 mr 1 pa3
Ha J100y.

Y pizHoro 11-piuHoro Opara 3a pe3ysisratamu 06-
creskennst B 3AK mokasuuk I'6 cranosus 150 /71,
Ep — 5,2x10°/11, Tmx — 39,6%. [H111i moKasHUKY reMo-
rpamu — 6e3 3miH. [IpoBeieHo 06CTeREHHS 1JIsT 3a-
nepevennsg MII3. Y3/1, ExoKI, EKI, PTT OT'K —
y HopMi. BusiBsieno 3umkerns EPO 1o 3,38 MOp/mu
(1: 4,3-29,0 MmOp/ma). IlaTonoriynoi myTarii
JAK2 V617F y cubca He 3Haiineno. O6uaBa X0
1epebyBaoTh IMiJ[ CIIOCTEPEKEHHSIM FeMaToJIora.

KAIHIYHMI BUTTAAOK

Oo6roBopenHs

TepMmiH «IToJiUTEMisT> TO3HAYAE 301IBIITIEHHS 3a-
rasbHOTO 06’emy Ep monan 125% i pedeperrHoro
3HAUYEHHS /IJIA BIKY Ta MAacH Tijia MaIfi€HTa, 1o 3a-
3BUYAll IPOABJSIETHCS MiABUIEHHAM piBHIB [0
i/a60 Tmk. Xoua 11eif TepMiH 4acTO BKUBAIOTH SIK
CHHOHIM €PUTPOIMTO3Y JIJIsI OMUCY TOAIOHNX 1abo-
patopuux 3miH [30], ogHak nedKi HAYKOBII PeKO-
MEH/IyIOTb 32CTOCOBYBATH MOTO TiJTbKU B KOHTEKCTI
MII3 [32]. [TosinuTeMist Moke OYTH TIEPBUHHOIO
i BTOPMHHOIO, BPOJIZKEHOIO 1 HaOyTOI0. 3a HassBHOCTI
MOJITUTEMI] CJTiI TPOBOAUTH AUGEPEHIINHY ia-
FHOCTUKY MizK PV i BTOpUHHMMU €PUTPOIIUTO3aMU,
10 criocTepirafoTbes 3a BBC, ereneBoi, HUPKOBOI,
€HIOKPUHHOI [1aTOJIOTi], BUPAa3KOBOI XBOPOOM HILIYH-
Ka Ta ABAHA/IATUTIAIO] KUTIKU, TeMAaTOM, TyXJITH
HUPOK, 3aJ103 BHYTPIIIHBOI CeKpellii abo iHIINUX op-
rauiB [1,5,6,24,47,48]. Takosk BasKIMBO PO3ITi3HATH
3aMacKOBaHUI ePUTPOIINTO3, 38 IKOTO 301IbIITEHHST
Macu Ep cynpoBoKy€ThCs CyIy THIM 301i/IbIIEeHHIM
00’eMy TTa3MH 1, OTIKe, MACKYIOTHCSI HOPMAJIbHI 3HA-
gennst ['6/Tmk. Y curyariisix i3 Hopmanbaum ['6/TMk
i cymytHiMm feditmrom Fe moxmmsicts PV wacro ne-
JIOOIIHIOOTh. | HABITaKK, OUEBUIHUI €PUTPOITUTO3
MOsKe Oy TH HacJIiIKOM ab0o 3MeHIIIeHHsE 00’ €My T11a3-
MU (BiIHOCHWIT epUTPOINTO3), 60 HAI3BUIAITHO
BUCOKUX HOPMAJIbHUX 3HAYEHb, SKi IePEBUIIYIOTH
95-i IpOIeHTUIb HOPMATTBHIX 3HAUEHb i3 TIOIIPaB-
KOIO Ha cTaTh, pacy i pict [20,21]. Yci nepeniveni
CTaH! MAIOTh CBOIO CUMIITOMATHUKY, aJIe TeMaTOJI0-
FiYHI 3MiHU TTPOSIBJISIOTHCS IOYACTU CaMe Tilepriia-
3i€10 MIOKAa3HUKiB YePBOHOI KPOBi. SIK epBUHHUIA,
TaK i BTOPUHHWIT €PUTPOIIUTO3 MOKE Oy TH HAOYy THM
cTaHoM ab0 BUHUKATH BHACJIIOK CIIAJIKOBUX 3MiH.

36impmienns KisbkocTi Ep y mepudepuuniii kpo-
Bl 3a IIEPBUHHOTO €PUTPOIIUTO3Y BUHUKAE Yepes
BHYTPIiIHIH IeheKT ePUTPOIIHOTO MAPOCTKA B 110-
myJIsiitii cTOBOYPOBUX KJITHH, SIKUH TTOB’sI3aHUT 13
HU3bKkUM piBHeM EPO, a BropuHHMIT — Yepes 30-
BHIIITHIH 1 TTOB’sI3aHMiA i3 HOPMaTbHIM a00 BUCOKMM
pisaeM EPO. EPO — 1e rymopasbHUil 1IUTOKIH,
SIKUI CUHTE3YETHCS MEePEBAKHO B HUPKAX 1 CEKPeTYy-
€TbCS Y KPOBOTIK, /1€ BiH HAIIJIIOETHCS HA €PUTPOIJI-
Hi kniTunn-nonepeannku B KM. OcHoBHa dyHKITiS
EPO nosisitae B peryJiroBaHHI 0CTaBJIEHHS KUCHIO
110 nepudepuyHrX TKAaHWH, 1 IbOMY CIIPUSIE TiOK-
cuvHa iHAYyKITis Tpanckpuniii rena EPO [62].

[TepBuHHI epUTPOLIUTO3U BKJIIOYAIOTH IIEPBUHHY
ciMeliHy Ta BpopKeHy noJtiiuremito (primary familial
and congenital polycythemia, PFCP) uepes myrartii
reHa pertenrropa EPO ta miesonposidepaTuBHIi po3-

ISSN 2663-7553 Cyuacha mexiarpis. Yxpaina 1(145)/2025 m



YUYntanmwte HAacC Ha CawTi:
CLINICAL CASE

3aranpHui anani3 kposi + ®@opmyna + [IIOE

! &

Kniniyna ictopisi Ta 00CTEeKEHHS

- Jlikw, ankoroyb, KypiHHS
- XpoHiuHi 3aXBOPIOBAHHS (CEPIIEBO-CYTMHHA Ta
JXaJlbHAa CHCTEMH, HUPKH, MIeUiHKa)

:

JlocmikeHHS KICTKOBOTO MO3KY

¥

JAK?2 mutation

¥

Epurponoerun

Puc. 4. JiarHOCTUYHMIA NoLwwyK Anga Bepudikauil cnpaBXHbOT

noniyntemii, 3rigHo 3 pekomeHpauiamm M.F. McMullin
Ta cniBaBT. (2019) [43]

nag — PV. Ile — kionanbHe mienomnpodtiepatnBHe
HoBOoyTBOpeHHss KM. BiapizauTtu fioro Bij iHmmx
MPUYUH €PUTPOITUTO3Y € BKPal BAXKJINBO, OCKLIBKYI
paHHE po3Mi3HaBaHHs i JikyBaHHs PV MoxXyTb 3a110-
6irri GaraTbOM HOr0 BA3OMOTOPHUM, TPOMOOTHYHIM
Ta iHMUM ycKaagHeHHaM. CTIpaBKHS TOMIIATEMis
€ PiAKICHUM 3aXBOPIOBAaHHAM i3 yacToToio 10—
20/1 000 000 i3 cepemanim BikoMm 60 pokiB
[2,13,25,41,59]. Jlute 1% maitienTiB 3BePTAIOTHCS
y Bimi 10 25 pokiB i 0,1% — momomrri 20 pokis [13].
Yacrora PV y gireit cranoButh Mmentire 0,1%, Bona
tparisieTses pigiie 3a PFCP [12] i3 cepenHim BikoM
Ha MOMEHT BCTaHOBJIEeHH: fmiarHo3y PV 11-12 pokis
[13,27]. Psan BueHUX TOBIIOMIISIOTD, 1O TOJIOBUHA
HeliaTPUYHKX TAIEHTIB i3 PV MaioTh 6e3cuMIITOM-
HUII 1Tepebir Ha Yac BCTAaHOBJIEHHS JIiarHO3Y, TPOTe
6istb rosioBM € HaitgacTimmmM cumirromoM y 30,5—100%
mireit [13,27,36]. ¥ 15% monoaux narienTis i3 PV
HaANTONTMPEHIIIO 03HAKOIO € CTIIeHoMerastid [27].
[MommupewnicTs SP € Butoio, Hix ipu PV. SP pos-
BUBAETHCST y 6—8% TMAIliEHTIB i3 XPOHIYHUM 0OCTPYK-
TUBHUM 3aXBOPIOBaHHSIM JiereHb i 2—8% ocib 3 06-
CTPYKTUBHUM amtHoe cHY [47]. Mix riuMu 1BoMa
MaTOJIOTTYHUMU CTaHAMU CIIOCTEPITalOThCA BiIMiH-
Hocti MopdoJiorii KM: 3a PV BigznavatoTs TpuJri-
HiTHY Tipotipepartito, TOI SIK 32 BPOXKEHOTO €pH-
TPOIUTO3Y — 30i/bIIEHHS JIKIIEe ePUTPOIJHUX
nonepenHukis [33]. PV y 98% BunuKae BHaCIiI0K
myraiii rera Janus kinase (JAK) 2 (JAK2)
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[4,9,20,21,46,53]. Y 95% martienTis i3 PV npucyths
ToukoBa MyTanisg V617F B ex3oni 14 — JAK2 V617,
dKa BUKJHWKAE 3aMiHy (eHisasaHiHy Ha BaJiH
y nosoxenni 617 rena JAK2 [4,9,20,21,53,54].
L.M. Scott Ta criBaBT. (2007) 3a3Ha4al0Th y BOCBMU
3 neB’sstu JAK2 V617F-neratuBaux xgopux Ha PV
myTartii B ek30Hi 12 JAK2 [53]. [TommpenicTb myTa-
it JAK2 V617F 3nauno nuskya B nefiatpuyniit PV
MOPIBHSHO 3 flopocanmu [23,29], 1m0 ¢BigIuTh PO
3aJIeKHe Bijl BiKy 36i/bIIeHHsT HAOYTHX COMaTHYHUX
myTatiit y JAK2. [likaBuM € moBiioMJIeHHS PO BU-
HaJK1 IpeHaTaJbHOTO MMOXOJKeHHS MyTaliil
JAK2 V617F y monoaux manientiB i3 PV [31].
JAK2 V617F moxe ycnajikoByBaTHUCS B CIM'SIX 13 Mi-
esonpotipepatnBHUME po3sagamu [52]. Y nexia-
TpuuHUX xBopux i3 PV mytamii JAK2 V617F a6o
JAK2 B ex3soni 12 Busiisiiors y 37,0% 1 2,5%, Bizmo-
BinHO [27]. MyTanis JAK2 V617F ne € cienudiu-
HoIo Jiutre i PV, 11 Takok BUABJAIOTD 3a 1HIITUX
MII3, 30Kkpema, 3a IPHECEHITIaIbHOI TPOMOOIIUTEMT
Ta MePBUHHOTO MieTodhibpo3y [2,54 . PekomenmoBa-
HUH JIIaTHOCTUYHUN TOTIYK /ist Bepudikaiii PV
BKJIOUae Bukonanusa 3AK, peresnbe 36upaHHs
aHaMHEe3y JKUTTsT, XBOPOOH, diTKe 3HAHHS PO 3aCTO-
CYBaHHS MEJIMKaMEHTiB XBOPUM, 3allepeueHHs B HUX
MIKIJJIMBUX 3BUYOK, HocipkenHss KM, BusHayeHHs
myTaitii JAK2 ta pisasg EPO B kposi (puc. 4) [43].
[esaxi sutanku PV i3 nedinurom Fe MoxyTh Ha-
rajlyBaTu eceHIliajbHy TpoMOonuTeMi. Y TaKux
xBopux Ep mikporurapHi, piserb ['6 Husbkuit abo
B MeKax HOPMU, BUPaKEHHI TPOMOOITNTO3. SIK BiZo-
Mo, PV xapakTepusyeTbcst HaJIMipHUM IIPOAYKYBaH-
HSM YePBOHUX KPOB'STHUX KJIITHH, 110 MOKe TIPU3BO-
auty 10 36iapiments pisusg I'mx i T'6. PiBenp
(epUTHHY B TAKUX MALIEHTIB MOKe OYTH 3HUKEHIM
abo HopMasibHuM. [Toyactu B marienTis i3 PV sHmky-
10Thcs 3aniacu Fe B oprani3wmi, 110 TPU3BOJUTH /10 3HU-
JKeHHsI piBHsI peputuy. [le Moske OyTi pe3yisraTom
miziBuiiieHoro Fe yepe3 HagMipHe mpoayKyBaHHs Ep.
Cawme piBeHb (hepuTHHY MO3Ke IOMOMOTTH B TepeH-
[itHOMY JliarHOCTyBaHHI Mizk PV Ta innmmu ctana-
MU, SIKi CYTIPOBOJIKYIOTHCS TTiIBUIIEHHSIM PiBHs [0
i I'MK, Takumu stk SP. BiamoBigHOo 3 TBEPAKEHHSIM
Y.Z. Ginzburg ra cmiBasr. (2018), came HU3bKHii pi-
BeHb (DEPUTHHY 32 BUCOKOTO TOKa3Huka ['0 1 Imx
MOsKe cBiunTH Ha Kopuctb PV [22]. B onncanomy
HaM¥ TPEThOMY KJIHIYHOMY BUTIAIKY B 16-piunOi 11i-
BYMHU 3 BeprikoBaHoo PV i3 TO3UTUBHOIO MyTalli-
eio JAK2 V617F Busasneno B BAK 3umkenns 3ua-
yenb Fe i peputuny, EPO Ta y KM Binznauyeno
TPUWJIiHIMHY KTITUHHY Tpoidepartiio (puc. 3 A-/1).
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¥ nocnimpxenni D. Liu ta criiBaBt. (2021) 3HMKEHHS
BMmicty Fe 3a PV criocrepiraiors y 52% xBopux. Cu-
poBatkoBe Fe, Tpancdeput i hepuTiH 3HAYHO HUKYI
B MarfienTiB i3 myTartiero JAK2 ex3ona 12, Hixk y marti-
entiB i3 myrartiieo JAK2 V617F 3auwxennss MCV,
MCH, MCHC uacriie BigzHauaetbes B 0ci6 i3 My-
tarieo JAK2 ex3ona 12 mopiBHSIHO 3 TUMU, SKi MAtOTh
myTaritiio JAK2 V617F [38]. HesanesxxHo Bij oTpuma-
HUX JIAHWX, MeXaHi3M(1), 32 IOTTIOMOTOIO SIKUX MyTarlii
JAK?2 BrumBarots Ha Metabostism Fe, He 3’sicoBani Ta
moTpebyIOTh MOAAMBIIOro BuBYeHHs. Piserh EPO
pi3ko sum:keHuit 3a PV i 3HauHO MiZIBUIIIEHNI 33 BTO-
PUHHUX aOCOJIIOTHUX €PUTPOIIUTO31B HE3aIEKHO Bijl
npuurHu. Y HaBeJleHOMY Hamu gocJikenai EPO
€ BucokuM 3a SP, a Huspxkum — 3a PV ta IP. Busna-
yennst BMicty EPO 110 Ta micjist KpoBOIyCKaHHS Ma€e
JliarHOCTUYHE 3HaYeHHd. 3a PV, napaneoriacTiaHuX
i HUPKOBUX €PUTPOIMTO31B IPAKTUYHO HE 3MiHIOETh-
cs piBedb EPO B KpoOBI 1TiCJ151 KPOBOIYCKAHHS MTOPiB-
HSTHO 3 BUXIJTHUM, TOJIi SIK 32 TIMTOKCUYHUX €PUTPOITH-
T03iB BMicT EPO B KpoBi micsisg KpoBOIycKaHHS
3HAYHO 301IbITYETHCS [47].

[Tamientu 3 PV MOXyTb KJIIHIYHO MPOABIATH
CHIMITTOMH CIJIEHOMETaJTi1, 3araibHi abo BA30MOTOP-
Hi O3HAKH, TaKi SIK FOJIOBHUI GiJib, IIOPYIIEHHS 30PY,
3aIlaMOPOYECHHS, @ TAKOXK 3MiHY IICUXIYHOTO CTaHy
BHACJTIIOK Tinorepdysii Ta TokanbHoi rinokcii [7,57].
306iIbIIIeHHSI CeJIe3IHKI BUSIBJIEHO B OJTHIET 0CO0H,
17-piuHOrO Mi/JIITKA 3 TO3UTUBHOIO MYTAIli€I0
JAK2 V617F (uerBeptuii kiminiuanii Bumajiox ). Cire-
(IYHIMU CUMIITOMaM# Mi€TOTIPOTihepaTuBHUX
HOBOYTBOPEHb € CBEPOIK, 10 YACTO € AKBAT€HHIM
i MOsKe Oy TH BUCHAKJIMBIM, EPUTPOMEJTANITIS (Ba3o-
MOTOPHE HOPYIIEHHS, sIKe TPOSIBIISETHCS TAPOKCHU3-
MaJIbHIM ITOYEPBOHIHHSAM KiHI[IBOK, OCOOJINBO MaJlb-
I[iB, KUCTEeW PYK, CTOII, 1[0 CYHPOBOJKYETHCS
CUJIbHUM MeKy4YrM OoJieM). YpakeHHsI 3a3BUYail
CUMETPUYHI, IHO/1 3"SIBJISIOTHCST TAKOK HA BYIITHUX
pakoBuHax i Ha 06 myyi [57]. {o peui, y gocJmipKeH-
ui A. Tefferi ta cuisasr. (2013) Busnaueno csepbix
y XxBopuX Ha PV gk cupugatiusuii GakTop pusuky
MIO/I0 BIDKMBAHHS, 2 aKTOPaMU PUSUKY JIeHKeMiu-
HOI TpaHchopMaltii — JIiTHIN BiK, aHOMaJIbHUH Kapio-
Tuit i Jietikorru =>15%10° /1 [57]. TarienTi Takox
MOKYTh TYpOyBaTH napecresii, 6isib B eriractpii, Has-
MipHe notoBuIiieHHs [25]. Jluie B mprOInU3HO 1mo-
JIOBUHU TIeJ[IaTPUYHUX BUTTQ/IKIB PV 1posiBIsIOTHCS
BUIIE3T/IAHI CUMIITOMU, II0B’3aH1 3 TTOJIIIUTEMIEIO
[23]. TToxibHY cUMOITOMATUKY — €PUTPOMEAJITII,
TSKKICTD y ermiracTpii — Mae 16-piuna niBunna 3 PV
y HaBe/leHOMY HaMU TPETbOMY KJIiHIYHOMY BUTIQ/IKY.
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Tpom603 i KpoBOTEYA € BATOMUMM IIPUYMHAMUI
VCKJIQ/IHEHb 1 CMEPTI IOPOCJNX MAIIEHTIB i3 PV, ki
TpaIISTOThest y 6s3bK0 30% i 8% XBOPHX, BiMOBI/-
HO [42]. PV mosxe TparchopmyBatucs B Mieaodi-
6po3 i rocTpy neiikemito [37]. ¥ mocaimkenHi
F. Giona Ta cmiBaBT. (2012) sxomxna autnHa 3 PV He
3a3HaJIa TAKUX YCKJIAHEHb MICIIST CEPETHbOTO TIePi-
O/ly CIIOCTEPEeKEeHHs, 1110 TlepeBUIyBaB 9 pokis [23].
[Tpore K. Stoops Ta cmiBaT. (2023) onucyioTh
9-piuny autuny 3 PV, BUKIMKAHOIO MyTalli€io
JAK2 B ex3oni 12, autrHa epeHecia BEHO3HUM
TPOMOO03 Iy paJIbHOTO CHHYCA, HE3BAKAIOUH HA TEPA-
iio ¢Gy1eboTOMIEI0, aCIIPUHOM 1 TiIPOKCUCEYOBU-
Hoto. [lominmenHs HACTAJIO MicIst TePeXo/y Ha Jii-
KyBaHHs pykcoJituaibom [55]. TpomboTuuHi
yCKJIaAHEHHS crocTepiraioTbest y 15-25% niteii,
3pebinbiroro y Burisiai cuaapomy bamma—Kiapi
[13,27]. JTeiikonuros (>15x10? /) acorioerbes sk
i3 TPOMOOTHYHUMM, TaK i 3 FeMOPariYHIUMU YCKITAI-
HeHuamu [13]. [lyxke pifko TpamisiioTbCs BUTTAIKT
BropuHHOI PV y niteit, sIKi paHilie nepeHecau remMa-
TOJIOTIUHI 3JI0KiCHI 3axBopioBaHHs [13].

HabyTuit epuTpoImnTos CJIiji 3arepednTu, 3aCTo-
COBYIOUH KOMILIEKCHE MeZINYHE 0OCTEKEHHS, 4iTKO
306MpaoYn aHaMHe3 XBOPOOU Ta KUTTS XBOPOTO
3 OTJISILY Ha MicIle TPOKUBaHHA (BUCOKOTIPHI paiio-
HW ), MOXKJIMBOCTI TOKCUYHUX BIJINBIB OTPYyEHHS
YaTHUM ra3oM ab0 HACJIiKIB K UIMBOI 3BUYKH TIO-
TIOHOKYPiHHS, 3aCTOCYBaHHS XapuOBUX /10/IaTKiB
a00 JIiKiB, 30KpeMa TECTOCTEPOHY, aHIPOreHiB, TIpe-
napatiB EPO, niypetukis, raicdmno3uHiB (kiacy iHri-
6iTOpiB HATPIN-TIIOKO3HOIO KOTPAaHCIOPTEpa 2-T0
tuny (SGLT2). Caig mam’sitatu, mo y 8,0—28,4%
MaIi€HTIB y MepIi 2 POKK TicJs TPpaHCIJIaHTAIlil
HUPKHU PO3BUBAETHCS NoJinmuTeMis [ 3,26,33].

Diznune obcTeskeHHs 0Ci6 13 TOTIUTEMIETO CJTi/T
choKycyBaTH Ha BUSIBJIEHHS TIITOKCIi Ta CEPIEBO-JIeTe-
HEBUX 3aXBOPIOBAHb, TEIEAHTIOEKTA31 1, KyIITUHTO1/1-
HUX 03HaK abo Bipuiizaiii. HeoOxigHo obcTekuTn
YepeBHY TIOPOKHIHY HA HASIBHICTH OPTaHOMETaTii 200
iHTpaabOMiHAIBHUX YTBOPEHb — MOKJIMBI [Ty XJIHI
HPOK 200 MeYiHKH, KicTH HUPOK (IOJIKICTO3), Mipo-
HedpOo3, TEMAaHTIOMHU, TEMAaTOMHU B KMBOTI, aHOMaJTi1
HUPKOBUX Cy/IMH (CT€HO3y HUPKOBOI apTepii) TOIIIO.
Bcranoieno, 1110 4acToTa epuTPOIMTO3Y 32 XPOHIU-
HOTO 0OCTPYKTUBHOTO 3axBoptoBatHs jiererb (XO3JT)
KOJIMBA€ThCS Bix 5,9% 110 18,1% i 3HIZKY€EThCS TIC/Is
MPOBeJIeHHST TpUBaJoi KucHeBoi Teparii [34]. BBC
€ HAUTIOMUPEHINTUMU BPOXKEHUMY BaJTaMU B JTIOJMTHI
3 mpubmM3HO0 YactoToo 9—14 Bunaskis Ha 1000 sxu-
BoHapokeHuX JiTeit [1]. Cepen uncieHHUX MOKITH-
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BUX YCKJIQJIHEHD, SIKi HAYACTIIlIe TPATIISIOTHCS B T1a-
1ienTiB i3 iianoTnaarMyu BBC i MoKy Th 3arposkyBat
JKUTTIO, € TeMATOJIOTIUHI PO3JIaJIv: BTOPUHHA MOJIIH-
TEeMis Ta ITiIBUIIeHa B'I3KiCTh KPOBi, TOPYIIEHHST KPO-
BOTOKY i fiehopmaltis epuTpoIuTiB, 3amizoaedinTaa
aHeMis1, TPOMOOIIUTOTIEHIS Ta KOaryJIonaril, Clipudu-
Heni nostinuremiero [ 1,48,51]. ExoKT nomomarae Bu-
SIBUTH PSAJI KapIiOJIOTIYHUX 3HAXIIOK, 110 TTi/ITBEpIIKe-
HO B HaBe/ICHOMY HaMU JIPYTOMY KJIiHITHOMY BUTIA/IKY,
e SP GyJ1a HacJIi IKOM XPOHIYHOI MIOKCil, TinmoKceMmii,
Buksmkannx BBC (nedexT aopro-sereneBoi nepero-
pozkn). Y pa3i HEBPOJIOTIYHUX CUMITTOMIB Y TIAITIEHTIB
3 €PUTPOITITO30M JIOTITBHO BUKTIOUATH Ty XJIUHU 11€H-
TPaJIbHOI HEPBOBOI cHCTeMHU [3]. Y JKiHOK €pUTPOIIUTO3
YaCTO MACKY€EThCS MEHOPATIEI0 32 JIEHOMIOMU MaTKU.
TakosK moJrinuTeMist PasoM i3 TPOMOOIIMTO30M MOKE
OyTH CKJIAJIOBOIO MOJTiHEHpoIIaTii, opraHoMerasii, eH-
JIOKPMHOTIATII, Mi€JTOMHOI XBOPOOH, CHHIPOMY TITKip-
HUX 3MiH [21].

CriaikoBY MOJIIUTEMIIO JIiKap MOKe 3aIli/I03pUTH
B JTiTeH 1 MOJIOAWX JIIOZIEH i3 TPUBATIUM €PUTPOITATO-
30M, 0COOJIMBO 3 TIO3UTUBHUM CIMEITHIM aHAMHE30M
[21]. Axo BusiBastioTh HU3bKHH piBerb EPO B cupo-
BaTIl KPOBi TakKx ocib 3a BizcyTHOCTI MyTaItii JAK2,
€ BICOKa MOBIpHICTB 1110710 HasiBHOCTI MyTaitii EPOR.
3 inmmoro 60Ky, sikio cupoBatkoBuil EPO HOpMmash-
HiA 200 MiABUIIEHII, HacaMIIepe]] Y TAKKX BUTIAJKaX
CJTiJT PO3TJISIIATH MMOBIPHICTb BPOIZKEHOTO BTOPUHHO-
rO epUTPOIIUTO3Y, BUKJIUKAHOTO ['6 i3 mizBUIIEHOI0
CTIOpiTHEHICTIO /10 KucHio. CTIaIkOBi BapiaHTH MOJIITN-
TeMil, orcani y 12—15% BUIaIKiB, XapaKTepU3YIOTh-
€51 TeHETUYHOIO TeTePOreHHICTIO TaTOTeHHUX BapiaHTiB
y reni EPOR ynacainok gedexris perterrropa EPO,
Hanpukiaaz, y revax VHL, EGLN1 (PHD2) a6o
EPAS1, Ta Bu3HauatoTh IepBUHHY CiMEIHY Ta BPOIIKe-
Hy mosinuremii (primary familial and congenital
polycythemia (PFCP) [35,39,44,45].

3a BTOPUHHOTO €PUTPOIUTO3Y /TIOJIITUTEMI] TIPO-
nykiis EPO crumymioe naamipay ripodticpepartito Ep.
Bropunnuii HabyTHil epUTPOIINTO3 Ma€ GaraTto MOXK-
jsmBux npuunH. [ligpuimena cekpemnis EPO moxe
BigOyBaTucs sk (isiosioriyna BiANOBigb HA TKAHUHHY
TiHOKCit0, aHOMa/IbHe aBTOHOMHE BUPoOHUITTBO EPO
ab0 BHACJIJIOK AUCPETYJISLII 3a/1eKHOTO Bijl KUCHIO
cuntedy EPO [45]. TeneTnuHi ypaskeHHsT 32 BpOJKe-
HOTO Ta CIMEHHOr0 epUTPOIUTO3Y KOAYIOTHCS K
eputpornto3 ECYT). ECYT1 — 11e nepBunHi rene-
TUYHI [TOPYILIEHHS B FeHi pellerTopa epuTpoIroeTuHy
(EPOR), a ECYT 2-8 € BropuHHUMU TOPYIIEHHAMU
3 TEHETUIHUMHU YPAKEHHSIMHU, 1[0 TTPU3BOIATH /10
BTOPUHHOTO €PUTPOIUTO3Y. BpoakeHi BTOpUHHI
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epUTPOLIMTO3K BUKINKaHI, Harnpukiaz, I'6 i3 mocu-
JIEHOIO 3/IaTHICTIO 3B’13yBaTH KUCEHb, eDIilIuTOM
2,3-6icdocdorminepaTy abo MyTallisiMu B reHi (poH
linmens—Jlinaay, moB’s3aHUMH 3 TTOPYIIEHHAM KHC-
HeBO 3asiexkHo1 peryiiii cuatesy EPO [21]. MyTa-
11151 B TeHAX, BiJITOBITAJIbHUX 32 CITPUNHSATTS KUCHIO,
MOZKe TPU3BOIUTH JI0 aHOMAJIbHOTO BUPOOHUIITBA
6iJIKa, IKMii 32 HOPMAJIbHUX YMOB KHCHEBOTO TIOCTa-
yaHH: He (PYHKIIOHyBaTUMe SIK 3a3BHYall, a HaToO-
MiCTh JisITUME TaK, Haye opraHiaM 1mepebyBae B cTaHi
rinokcii. Onucano nonaz 100 Bapiantis I'6 i3 Buco-
KOIO CITOPIi/THEHICTIO /10 KUCHIO. BOHU yCIa/IkOBYIOTh-
Cs 32 ayTOCOMHO-/IOMiHAHTHUM THUIIOM 1 4acTo
MOB’sI3aHi 3 O0TSIKEHNM CIMEITHUM aHAMHE30M TI0/I0
epuTpoInTo3y. OKCUTeHaIlis Ta JIeOKCUTeHaIlisd Biji-
OyBarOTHCS y MiCITli 3B’s13yBaHHsI reMoBOTO Fe, a c1mo-
PIJIHEHICTD 10 KUCHIO 3aJIE5KUTh Biji KOHKpeTHOro I'6.
3a TaKUX CTaHiB, YHACJIOK MIITHOTO 3B’sI3yBaHHS
KUCHIO 3 TakiM ['0, BiH He BUIJISIETHCS Y TKAHUHIL.
[e Mosxe MPU3BOAUTH JI0 TITTOKCi1 HABITH 32 HOPMAJIb-
HOTO PiBHSI KUCHIO B KPOBi. MillHU 3B’430K KUCHIO
3 reMOoT100iHOM TIPU3BOAUTS JI0 TIHOKCIi TKAaHKH, 1110,
CBOEIO Yeproto, ctumyJioe npoaykitito EPO ta Bu-
KJIMKAE epUTPOIINTO3. AK -, TaK i B-BapiaHTH TeMO-
r/106iHY 3 BUCOKOIO ahiHHICTIO JI0 KUCHIO CIPUSIIOThH
1bomy miportecy. Ii BapianTH, 1110 MarOTh TiABUIIIEHY
CTIOPIZTHEHICTD /10 KUCHIO, KO/IyI0Thcs reHoM ECYT7
[45,50]. Myraitii B renax, 1o 6epyTh y4acTb y pery-
JIATII1 CHPUMHSATTS KUCHIO, MOYKYTh CITPUYUHSTH Pi3-
Hi (hopMU TIOPYIIEHHST KPOBOTBOPEHHS. 3a MEePBUH-
HOTO epUTPOIUTO3Y 3a/1is1Hi MyTarlii B reri LNK/
SH2B3, sikuii konTposmoe perenitop EPO.

3a BTOPUHHOTO €PUTPOIUTO3Y MyTallii MOKYTh
BUHUKATH B TeHaX, IOB’SI3aHUX i3 KHCHEBUM 00OMi-
nom: VHL, PHD2/EGLN1, HIF2A /EPAS1, a Takox
y reHax r7106iHy (o Ta B), SIKi BiIOBiIa10Th 32 TeMO-
r7I001HU 3 BHCOKOIO CIIOPiIHEHICTIO 10 KucHIO. Yepes
aHoMasbHUI MeTremoryiobin (MI'6) abo medimur
(bepMeHTY ITUTOXPOMPEIYKTa31 BUHUKAE METIEMO-
rnobinemis. MI'6 yrBopioeTbes, Koy remose Fe
OKHCJIIOETHCS JI0 TPUBAJIEHTHOI (POPMH, 1110 TOPYILYE
3aatHicTh I'6 38’13yBaTH i TPAHCIOPTYBATH KHCEHb.
[1e MOsKe CIPUYMHSTH KOMIIEHCATOPHE 301/TbIIIEHHSI
npozaykiii Ep. Merremoriobinemist Moske Gy TH CIiaji-
KOBUM PO3J1a/I0M i BAHUKATH Yepe3 aHOMaJIbHI Bapi-
antn MT'6 abo Hac/IiIKOM CIIaZIKOBOTO AediruTy
LIUTOXPOMPeyKTa3u. [CHYIOTD KiJibKa Pi3HUX THUIIIB
MeTremorsobineMii. Bumaaku, mos’a3ani 3 aHoMab-
HuMU BapianTamu MI'6, mepealoThest 3a ayTOCOMHO-
JIOMiHAHTHUM THIIOM i MOXKYTb OyTH BapiaHTaMH o,
B a6o y. dedimut nuroxpompenykrasu I tumy o6-
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MEKYEThCSI ePUTPOLIUTAMHE 1 BUKJIMKAE T0OPOSIKic-
Huit mianoa. Jledinut nuroxpompenykrasu 11 Tury,
SIKUI ypaska€ BCl KJIITUHU OPraHi3My, IPU3BOJUTB JI0
Cepio3HIX HEBPOJIOTIYHUX PO3JIA/iB i ianosy [50].
BropuHHMIT epUTPONIMTO3 CIPUYNHSAIOTh MYTaIlil
BTeni VHL, sKi ycrmagkoByIOThCS 32 ay TOCOMHO-Pe-
necusHuM tunom (ECYT2). [lepma myTartist iiboro
reHa BugByieHa B UyBacbkoMy perioni Pocii, nie 3a-
(bixcoBaHO ymMCI€HH] BUTIAIKA €PUTPOIIUTO3Y. Y BCiX
HaIi€eHTiB BifidHayeHo roMmo3uroTHy MyTaiiiio C598T,
sIKa NMPU3BOJIUTD /10 3aMiHU aMiHOKHCJIOTH apriHiHy
Ha Tpuntopan (Arg200Trp). ¥ takux ocib yacTo
CTIOCTEPITaloThCsI BAPUKO3HE PO3IUPEHHS BEH, 3HU-
’KeHUI KPOB'STHUN THCK, BepTeOpaIbHi TeMaHTiOMI
Ta MiIBUIIIEHU PU3UK TIepe4acHOl CMepTi uepe3
1iepeOpoBacKy.IApHi 3axBopioBans. Ha BiaMiny Biz
KkacuaHoro cuuaapomy o lnmensa—Jlinaay, He Bu-
SIBJIEHO acoltialtii 3 reMaHrio6JacToMaMu, KapIinHO-
MaMu HUPOK abo (eoxpomonuromamu. Myraitist
Breri PHD2 (EGLN1), ska cipuunnsie eputporu-
t03 (ECYT3), ycraakoByeThCS 32 Ay TOCOMHO-/IOMi-
HAaHTHUM TUIIOM. BoHa IPU3BOAUTDH /10 IOMIPHOTO
nigsutieHus Ep, npu oMy piBenb EPO 3anuma-
€Tbcd B Meskax HopMu. Myraiii B reni HIF2A
(EPAS1) noB’st3aHi 3 TSGKKUMU TPOMOOTHYHUMU T10-
nisimu [49], nereneBoto rineprensieio [19], heoxpo-
MOTIMTOMaMU Ta TTaparanraiomamu [40]. Y narienTis
i3 gedpinurom GichocdormineparMyTazu MyTaitii
B redi BPMG npusBoasts 10 1eeKTHOTO BUPO-
GuteHHst O1JIKa, 1 11l MyTallii HOSICHIOIOTh EPUTPOITTO3
y TaKUX Malli€HTiB i mo3Havaiorbes sk ECYTS8.

Tern PIEZO1 komye GiIOK, SIKUH BILIMBAE HA HaJl-
XOJIKEHHS KaJsbllio 710 KaiThuH. MyTanii B iiboMy reHi
IIPU3BOJATD /10 MiZIBUIIIEHHS PiBHS MapraHIlio, TOK-
CUYHICTD SIKOTO BUKJIMKAE Pi3Hi KJIiHIYHI TPosiBU. BBa-
JKAETHCS, 1110 MapraHellb CTUMYJIIOE eKCIIPeciio reHa
EPO, 1o 36imbiye piseb EPO i cipuumntsie eputpo-
1uTo3. 3a myTaitii B reHi SLC30A10, 1o kozye TpaHc-
MOpTep MapraHIfio, MOKe PO3BUBATUCS CUH/IPOM, 110
MTOENHYE TMPO3 TEUiHKY, AUCTOHIIO, MOJITIATEMITO
i rTinepmapraniieMiio [60]. ¥ nedkux Bumaakax Bpo-
JKEHa TTOJI I TeMist MOsKe riepebiraTu 6e3 CUMITTOMIB
1 BUSIBJIATHCST BUTIA/TKOBO TIi/T YaC PETyJISIPHUX MeTNY-
HUX OIVIAIB. AJle, He3BaKalouX Ha T€, 110 B OL/IbIIOCTI
0ci0 i3 BPOZKEHOIO MOJITUTEMIEI0 CIIOCTEPITAIOTHCST
JIATITE JIETKI TTPOSIBY T IBUTIIEHOI B'I3KOCTI, TaKi SIK 3a-
MaMOpOYeHHsT 200 TOJIOBHUT OiJib, Y IESTKUX XBOPUX
Bi/[3HAYAIOTHCA CEPUO3HI Ta HABITh JIETAJIbHI YCKIIA-
HEHHsI, 30KpeMa, apTepiajbHa rinepTeH3is, BHyTPilll-
HBOMO3KOBUI KPOBOBHJIMB, TPOMOO3 ITTMOOKUX BEH,
KOpOHapHa XBopoba Ta indapkT miokapaa [7].
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¥ 3naynoi yactku (70,0%) martienTis 3 eputponu-
TO30M KOHKPETHA TPUYMHA He Bi/IoMa, HE3BAXKAYN
Ha YMCJIeHH] AocipkerHs. Taki Bunagky kiacudi-
KYIOTbCS SIK <ii0IaTHyYHi» a00 «He BU3HAYEHi», 1110
crocyeThes igionmarnunoi nmosinuremii (idiopathic
polycythemia, IP) [20]. ITatientu 3 IP € kanauzara-
MU Ha CeKBEHYBaHHS FeHOMY 3 MeToI0 Bepudikartii
JarHo3y — /7151 3arepedyeH s BPOIKEHOTO epUuTpPOIIU-
103y a00 IHIIUX XBOPOO, SIKi CYITPOBOIKYIOTHCS BTO-
PUHHUM TiBUIIIEHHAM TTOKa3HUKIB Y4ePBOHOI KPOBI.
OjHak € Tpylia MaiienTiB, SKUM He BCTAHOBJIEHO Te-
HETUYHOTO JIiarH03Y, He3Ba)KalouM Ha 3aCTOCYBAHHS
TaKOTO KOMIIJIEKCHOTO TeHeTUIHOTO aHamizy [12].

JlikyBamHst xBopux Ha SP Mae OyTu cripsiMoBaHe Ha
OCHOBHY Ipu4nHy Heyru. Hemae octatounmx goka-
3iB TOTO, 10 PUBUK TPOMOOEMOOJIIT i IBUIIYETHCSI
B TIAIIIEHTIB i3 BTOPUHHUM €PUTPOIIUTO30M, TOMY
dbareboToMis He peKOMEHAYEThCsT pyTUHHO [11].
B 0ci6 i3 rimokcuYHUM 3aXBOPIOBAHHSIM JIET€Hb PO3-
[JIS/IA€THCA JIOLIbHICTD TPUBAJIO OKCUTEHOTEepaIlii.
XBOpUM 3 €PUTPOITUTO30M, BUKJIUKAHUM 3aCTOCYBAH-
HSIM TECTOCTEPOHY, CJIi/T IPUITMHUATH HOr0 BUKOPHUC-
TauHs1. Jlutie micsist Hopmastisarii piBHs reMorIo0iHy
Me/IMKaMeHT MOKHA BIZTHOBUTH, ajie B HUXKUNX J103aX
[10]. 3a mominuremii micss TpaHCIIAHTaIlll HUPKA
BJIAETHCS MTOCTYTIOBO JIOCSAITHYTH perpecii il mposiBiB
3aBJSKM IUPOKOMY 3aCTOCYBaHHIO iHTIOITOPIB aHTio-
TEH3UHIIEPETBOPIOBAILHOTO (hepMEHTY i 6JI0KATOPIB
petenTopiB anrioTensuny [3,26,33]. [latienTn 3 mia-
HOTHYHUMU BPO/KEHUMU BajlaMK CepIist ab0 TeMo-
r7100iHAMH, T110 MAIOTh BUCOKY CIIOPiTHEHICTb JI0 KHC-
HIO, MAIOTh (Di310JIOTIUHNI €PUTPOIINTO3 i BUMAraioTh
MOCTIITHOTO HaTJIgAy (haxiBIiB. ¥ HUX iCHYE PU3UK
PO3BUTKY TPOMOO3Y, X04a ONTHMAJIbHI I1[iJThOBI 3HA-
uenHs1 piBHs [0 He Bizomi. [mionmaTuatuii epurporu-
TO3 € 1iarHO30M BUKJIIOYEHHS, SIKMi1 CyITPOBO/KY€Th-
sl HU3bKUM PU3UKOM TPOMOO3Y Ta KpoBoTedi [8].

CripaB:KHS TOMIUATEMIST — TOBIJIBHO TIPOTPECyoYe
3aXBOPIOBAHHS, TPUBAIICTH SKOTO BUMIPIOETHCS Jie-
carupivusmu. [Ipu nbomy narieHTr 36epiraloTh Kiii-
HIYHY KOMIIeHcallilo Ta mpaie3fatHicTsb. [loBHOTO
OJly>KaHHS BiJl 1IbOT0 3aXBOPIOBAHHSI HE JIOCSITAETHCS.
[Tokasnuk BU;KMBaHHSI XBOPUX Y Billi >65 poKiB 1o-
MiOHMIT 10 TIOKA3HUKA 3arabHOI OIYJISIIi IS Ta-
KOTO X BiKY, TO/li 4K Y MOJIOJIIITUX XBOPUX BiH HUK-
uuii (Tparcdopmartist PV y mienodi6pos abo MIC/
I'MJI i TpoM603). Teparmist PV 3amexuth Bix KiriHiu-
Horo tiepebiry. [lissimu srikyBanHst PV € 3HMKeHHs
PUM3BUKY apTepiajibHOI i BeHO3HOI TpoMO0eMOO0Iii Ta
MiHimizaniga cumnroMis [43]. Ha skaub, icayioui me-
TO/IM JIKyBaHHS HE Jal0OTh 3MOTHU I[IJIKOM 3HU3UTH
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pusuK Tpancdopmailii B Mienodibpos abo rocTpuii
Jieriko3. OcHOBHI MmiIx01 710 JikyBanusa PV nepes-
6ayaroTh: I SMEHILEHHS PU3UKY TPOMOO3Y BHACII-
JIOK HOT0 aHTUTPOMOOIUTAPHOTO €(hEKTY MIOJEHHE
3aCTOCYBaHHS B HU3bKMX /103aX alleTUJICAIIUI0BOI
KUCJIOTH, (D1eO60TOMISt — OCHOBHUI METOJI, CIIPSIMO-
BaHUI Ha 3HWKEHHS KibKocTi Ep i MK Ha moyaTko-
BUX CTaIisIx XBopoOu. Came KPOBOITYCKaHHS, IO 3a-
3BUYAll MPOBOJAUTHCS PETYIAPHO, AOMOMArae
3HU3UTH PU3UK TPOMOOYTBOPEHHS 1151 IOCSITHEHHST
IiJIbOBOTO 3HaUYeHHsT [MK HIsK4Ye 45% Y YOJIOBIKIB
142% y xinok [43]. IlanienT MatOTh TPOXOUTH
CUCTEMATUYHO KOHTPOJIbHI 06cTe)keHHs (KOXKHI
3—6 MicsIIiB) 111 BUSIBJIEHHS CUMITTOMIB, MOKJIUBIAX
YCKJIa[IHEHD JIIKYBaHHS, CEPIIeBO-CYIMHHUX TOAIN
i IpoTpecyBaHHs 3aXBOPIOBAHHS. AJie B OKDEMUX BU-
nazikax (ureboTomist Moske Oy mKigarBoo. e cTo-
CY€ETHCsT OLTIBIIOCTI TAIIEHTIB 13 BTOPUHHUM €PUTPO-
IUTO30M, 30KpeMa, 0cib i3 XO3JI, miaHOTHIHOO
XBOP00OOIO cepiist abo CHAJAKOBUM €PUTPOIMTO30M
[17]. Y 3a3nauennx BUTIAKAX epUTPOITUTO3 € (i3io-
JIOTIYHO MPUWHATHUM KOMIIEHCATOPHUM MeXaHi3-
MOM, CIIPSIMOBAHUM Ha MiITPUMAHHS OKCUTeHaIlii
tkaHuH. OTxe, GhrebOTOMIIO CJIijl TPOBOIUTH JIKIIE
MiCJIsT PETEJILHOTO OIiHIOBAaHHS PU3UKIB i TlepeBar Ta
BUKOPUCTOBYBATU BUHSITKOBO [IJIST TTOJIETIITIEHHS
CUMIITOMIB i3 Ti/ITBEP/ZKEHOI0 e(heKTUBHICTIO JIiKY-
BaHHA. TUMYacoBe MoJIeTIIIEHH TTiCJIs KPOBOITYy CKaH-
H$1 YaCTO YCKJIQIHIOETbCS BUCHAKeHHAM 3ariaciB Fe,
0 CTUMYJTIOE epuTporioes. Y Hopmi Ep MaioTs 31aT-
HIiCTh 3MiHIOBATH (HOPMY, 1110 JIA€ 3MOTY 1M JIETKO TIPO-
XO[UTH Yepe3 ApioHi cyauuu. OHAK 3a TEBHUX T1a-
TOJIOTIYHUX CTaHiB, 30KpeMa 3a nedinuty Fe, Ep
MOXKYTDb BTpayaTH 1110 THYYKICTh 1 CTaBaTH PUTITHU-
MW, TII0 YCKJIQIHIOE IXHIO TTPOXiHICTh YePe3 MiKPO-
CyIHU, IPU3BOJISTYN JIO TillepB’I3K0CTi KPoBi [47].
CUMIITOMM HEKJIOHATBHOTO €PUTPOITUTO3Y BKIIOYA-
I0Th BTOMY, CJIA0KICTB, 1iedairii, 30pOBi OPYIIIEHHS,
IIyM y ByXax, OiJib y TPY/ISIX, Y YePeBi Ta KiCTKaX, Ta-
xikapiio, 3aaumky. CXoxi CKapru TaKOK MOXKYThb
BUHUKATH y XBOPHX Yepe3 JIeriparaiiiio Biz ¢ebo-
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