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TepMiH <noniunTeMia» 03Ha4ae abCoMOTHe ab0 BIAHOCHE NIABULLEHHA reMOrno0iRy/remMaToKpuTy WOAO PePEPEHTHNX 3HaUYEHb, XapakTepHe
015 KINbKOX 3aXBOPIOBaHb, MOB'A3aHWX i3 NPOAYKYBaHHAM OpraHisMoM NiABMLLEHOT KiNbKOCTI €pUTPOLNTIB Y KPOBI. BaxnnBo BYacHO po3nisHa-
T CNpaBXHIO noniunTemilo (polycythemia vera, PV), Aka € Ceprio3HnM CTaHoM i NoTpelye cneuianbHOro AikyBaHHA AN KOHTPOMOBAHHA Ha-
MIPHOT NPOAYKUIT KNITUH KPOBI Ta 3ano0iranHs TpoMO03aM Yu iHWNM YCKNaaHeHHaM. BTOprHHa noniuntemisa (secondary polycythemia, SP) no-
Tpebye 3'ACyBaHHSA OCHOBHOI MPUYMHKU XBOPOOW, 11 YCYHEHHA AN9 HOpManizauil Noka3HWKiB remorpamu. KoxHuii Bua noniunTemil Mae
cneundiyHi NPUYNHK Ta MexaHi3M1 pO3BUTKY, LLO BU3HaYaE niaxia 40 NikyBaHHA Ta NpodiNakTvki ycknagHeHs. ToMy BCTAHOBNEHHA NPaBuib-
HOrO AlarHO3Y Ma€ Be/MKe 3Ha4YeHHS.

Merta — npoaHanizyBat kKAiHi4HI OCOONMBOCTI NOAILMTEMIT Ta MIAXOAN A0 T AIarHOCTYBAHHA B AiTEN Ha NpUKIaai KNiHIYHMX BUNaaKis.
[MpoaHanisoBaHoO KNIHIYHI BUNaaKy B AiTel i3 noniumtemieto. HaBeaeHo TematdHnii ornaa nireparypu. 3aCTOCOBAHO Taki MeToaM AiarHOCTYBaHHS:
aHani3 KPoBI 3aransHii i GIOXIMIYHWIA, UMTONOTIYHE, NAaTOrICTONOMYHE, MONEKYNAPHO-TEHETUYHE (Y ABOX HE3ANEXHNX FTEHETUYHMX 1Ta00PaTOpPIfX),
YNbTPa3BYKOBE AOCNIAXEHHS, eNeKTpokapaiorpadito, exokapaiorpadito, peHTreHorpadito, KoMn'toTepHy ToMorpadito, ibporacTpoayoaeHoC-
KOMito, (DiIOPOKONOHOCKOMMIHO.

Onucano YoTnpY KNiHiYHI BUNaaky noaiumtemir (SPy 14-piuHoT AiBUMHW 3 MI3HO AiarHOCTOBAHOK BPOAXKEHOIO BAAOK CEPLSt | NereHeBoto rinepTex-
3i€10, O3HaKaMM XPOHIYHOT MNOKCIl Ta rinokcemr; inonatnury noniuntemio (idiopathic polycythemia, IP) y 16-piuHOro xnonus 3i WKIAAMBOK 3BUYKOK
(TIOTIOHOKYPIHHA), PV y 2 aitelt i3 myTauieo JAK2 VE17F: aisunHKka 16 pokis 3i 3MiHamu B Koarynorpami, rinepeMielo 06nnyys 1a KUCTe; xnoneub
17 pokiB 3i cnneHomeranieto. BuasneHo BUCOKWA eputponoetnH 3a SP, a Hu3bkuidi — 3a PV Ta IP. AKUEHTOBaHO Ha CXOXOCTI Ta BIAMIHHOCTAX KAIHIY-
HOT I 1abopaTOPHOI NPe3eHTaLll Pi3HVX BUAIB NONILUTEMIT B AITEN, BaX/TMBOCTI A0AATKOBMX OOCTEXEHb, 30KPEMa MONEKYNAPHO-TEHETUYHOTO A0-
CNIIKEHHRA, ANA BepudikaLil giarHo3y.

BucHoBKMW. BiAMIHHOCTI B KNiHIYHIV | Na00paToOpHI Nnpe3eHTaLil Pi3H1X BUAIB NOMILMTEMIT NIAKPECAIOI0TE HEOOXIAHICTE KOMIMEKCHOTO MIAXOAY A0
OiarHOCTYBaHHSA /19 CBOEYACHOMO BUABIEHHA 3aXBOPIOBAHHA, MPU3HAYEHHA e(DEKTVBHOIO NiKyBaHHS | 3ano0iraHHa YCKNaaHeHHAM.
JloCnifKeHHA BUKOHAHO 3a NpuHUvnamu [enbCiHCLKOT Aeknapadii. Ha npoBefeHHs AOCNIAKEHb OTPUMAHO IHPOPMOBaHY 3rofly 6aTbKiB, AiTel.
ABTOPV 3a9BNSI0Tb NPO BIACYTHICTL KOHMIKTY iIHTepeciB.

Knto4oBi cnoBa: noniuvtenis, mytauis JAK2 VO1/F, giarsocTuka, aitu,
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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 VE17F 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

OJIIIIUTEMId € TTOMUPEHOIO0 TPUUYNHOIO

3BEPHEHHS NAIEHTIB 10 reMaToJiora. Ha-

caMmIiepe/i CJiiJl BUKJIIOYUTH CIIPaBKHIO
nominuremiio (polycythemia vera, PV), sika € mieso-
npoJiiheparuBHuM 3axBoproBanHaM (MII3), mo
XapaKTePHU3YETHCS 301IbIIEHHSIM MaCH €PUTPOIUTIB
(Ep), TpoM6O030M 1 BA30MOTOPHUMU CUMIITOMAMH.
PV — cepiio3ne 3aXBOpIOBaHHSA 3 TSKKUMU YCKIIA]I-
HEHHSIMH, IO MOXYTh 3aBEPIIUTHCS CMEPTIO
[14,43]. Y nonan 90% niareepkennx Bunaakis PV
BusBsstoThest MmyTaitii JAK2 V617F B ex3oni 141 ex-
30Hi 12 Ta € OCHOBHUMU AiaTHOCTUIYHUMU KPHUTEPIi-
SIMU JIJIST BCTAHOBJIeH s fiarnosy [43,52,53]. Bax-
JUBO PO3yMiTH BIiJMIHHOCTI B KJIiHIYHIH
i tabGopaTopHiii mpeseHTallii pisHUX POPM 3aXBOPIO-
Banug (PV i SP) 11 mpaBmibHOTO [iarHOCTYBaHHS,
1110 9acTO 6A3yETHCST HA PETETBHOMY 00CTEKEHHI Ta
TeHEeTHYHKX TeCTaxX, 0OpaHHi MPaBUJIbHOI TeparieB-
TUYHOI TAKTUKHU. Y CTAaTTi 0COOIMBY yBary mpuji-
JIEHO TTUTAaHHIO BUCOKOI Ti/I03PU 1IO/I0 TIOIIIATEMil
Ta HeOOXiTHOTO 00CcsATY 06CTEKEHD /UIsI 1i IarHOCTY-
BanHs. Hu:xuye HaBezieHO Pi3Hi KJiHIYHI BUITAKN
MOJIIIUTEMIT 3 BUCBITJIEHHSM MEXaHi3MiB PO3BUTKY
M1aTOoJIOTII Ta MAXOMIB 10 AudepeHIIiiHOrO AiarHoC-
TYBaHHS 3 OTJISy Ha Pi3HI BUIU 3aXBOPIOBAHb, 1110
Ma€ BayKJIMBe MTPAKTUUYHE 3HAYEHHS /IS JIiKapiB pi3-
HUX CIleliaTbHOCTeH 1 CIpUsATUME TOTINIIeHHIO JTia-
THOCTYBaHHS 1 JIIKYBaHHS TAIi€HTIB i3 MiIBUMIICHTH
piBaeM remorsiobiny (I'6) / remarokputy (IMK).

Mema nociuijizkeHHsI — poaHasli3yBaTu KJIiHIuHi
0CcobJIMBOCTI TIoIATEeMil Ta miaxoau 1o 1i Jiarnoc-
TyBaHHS B J[iTell HA MPUKJIal KJIIHIYHUX BUTIAJIKIB.
[ocaizkeHHss BUKOHAHO 32 TPUHIMIIAMU [esbCin-

ChKOI iekmapaitii. Ha mpoBeieHHS 10CTiKEHb OTPH-
MaHo iH(hopMOBaHy 3roy OaTbKiB, HiTeil.

Knainiunwnii Bunagok 1

16-piuHmMi Ti/ITIITOK CKEPOBAHUI HA KOHCYJIBTA-
Iif0 /IO reMaToJiora yepe3 MiBUIIeHHS TOKa3HUKIB
I'6 ta epurporutis (Ep) yrmpomoBk oCTaHHBOTO
poky. ¥ 3araspHoMy aHanizi kposi (3AK): Ep —
6,47x10'? /11 (konmBanus — 5,26—6,8x10'%/11), I'6 —
176,0 v/ (konuBanug — 171,0-181,0 r/1), MKk —
53,5% (koausanusa — 50,0-53,5%), TpombOIUTH
(Tp) — 253,0x10°/n (xkonmuBanus — 245,0—
320,0%10°/m1), iH1mi MOKa3HUKU TeMorpamMu — 0e3
ocobimBocTeil. 3a cioBamMu 6aThKIB, AUTHUHA IIPAK-
TUYHO 3/10poBa. Pic i posBuBascs 1o6pe. Y ciMeitHo-
My aHaMHe3i: y pizgHoro 14-piuroro 6paTa cepente
snauenns I'6 cranosuts 150,0 v/o1, Ep — 5,62x10'%/11,
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vk — 47,7%, Tp — 116,0x10° /71, nefikonntapua (op-
MyJia Ta 00’ €KTUBHUN cTaH — 6e3 BiAXuIeHb. Y Ma-
Tepi ta 6arbka nokasHuku 3AK BianosigaooTh Biko-
BUM HOPMaM, OaTbKU BBa)KAIOTH cebe 3[0POBUMHU.
CraJio BiZIOMO, 1[0 B XJIOIIIIS IIIKiIIBa 3BUYKA — TIO-
TIOHOKYPiHHsI. O0’€KTUBHO CTaH XJIOMIS HE MOPY-
mennii. Ikipa i BuanMmi cimsosi 0600HKK 6J1i10-
poxesi, yncti. Ha ob6amuui — acne vulgaris.
Jlimonpomicdeparusanii cunpom BijcyTHilt. Hax
JIETeHSIMU — Be3UKYJISIPHE IUXaHH, 4aCTOTa INXaH-
g (Y/1) — 16 /xB, catypariist kucHeM KpoBi (oxygen
saturation, SpO,) — 99-100%. Tonu cepus 3ByuHi,
puUTMiuHi, 9acToTa cepieBux ckopouenb (HCC) —
76 yn./x8, aprepianpuuii Tuck (AT) — 120/80 mm pr.
cr. Ileuinka i cesesinka He 30ibIneHi. BumoposkHeH-
Hs1 cchopMoBaHi, 6e3 matosorivHux gomimok. Cevo-
BUJIIJIEHHS BibHe, Oesbommicae. Maca Tima — 58,9 K,
3pict — 169,7 cm, iagexc macu tina (IMT) —
20,45 xr/m? (nopma (1)). bioximiunwmii anasri3 Kposi
(BAK): cupoBarkose 3aimizo (Fe) — 28,21 mkmosb /1
(1:9,0-31,1 MmrMmoutb /1), beputut — 54,6 Hr/mur (H:
14,0-92,0 ur/mu), eputponoerns (erythropoietin,
EPO) - 1,0 MO/ma (u: 4,3—-29,0 MO /Mmn), meTTe-
morsio6in (MetHb) — 0,2% (1: 0,25—2,1% 3araabHo-
ro ['6), neuinkoBi hepMeHTH, 3arabHU Oi1ipyOiH,
KpeaTuHiH, ce4oBUHA, JakTataerigporenasa (JI/I),
ayxua docharasa (JID), C-peakTuBHMi 610K,
TJII0K032 Ta 1HIIT MOKa3HUKU — Y HOPMi. YJIETPa3By-
KoBe focuipkents (Y 3/1) BHyTpillIHiX OpraHiB, ce-
YOBUBIAHUX MIIAXIB, HAHUPHUKIB, IUTOIOAIOHO]
3ano3u (II[3), erexrpokapaiorpadis (EKI), exo-
kapaiorpadis (ExoKI'), peatrenorpadis opranis
rpyauoi kiitku (PTT OTK), di6poractpomyoneroc-
komist (DT/]C), pibpokoaonockoris (DKC) — 6e3
3min. [IpoBesieHO MOJIEKYISIPHO-TEeHETUYHE JI0CTi-
mxenns (MI'/]) mepudepuynoi kposi (manennb
MII3) y Bizi1isii OHKOT€HETHYHUX JTOCTIIKEHD JTabo-
partopii MmennuHO1 reHeTnku HattionanbHOI 1uTs4901
crertiamizoBanoi mikapHi (H/ICJT) < OXMATIUT>:
(t(9;22) (onkoren BCR-ABL Tpanckpuntu p190,
p210, p230), myTamiii reniB MPLex10 (W515A,
W515L, W515K, W515R), CALRex9 calreticulin
(19p13.13), JAK2 exon14 ¢.1849G>T (p. V617F),
exonl2 (myramii H538-K539delinsL, F537-
K539delinsL, N542-E543 del, E543-D544del,
K539L, R541-E543delinsK, 1540-E543 delinsMK,
H538QK539L, V536-1546dupt11, F537-
[540delinsLV), 3a pe3yisratamut SIKOTO BUTIIE3Ta/Ia-
HUX TIATOJIOTIYHUX MY Talliil He BUSIBIEHO. Y MEIUKO-
reHetuyHomy slaboparopuomy rentpi (MTJIIL)
«JIEOTEH» KOHTPOJBHUM He3aJEKHUM JOCJi-
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Puc. 1. Komn’totepHa Tomorpadia: gedekr
aopTo-niereHeBOl Neperopoaku (aorto-
pulmonary septal defect, APSD)

mKeHHIM He BusABaeno myTaitii JAK2 (p.V617F).
Bix nmpoBeieH s MyHKIHIHOI 1 TpenaHaiitioi 6io-
ncii kicrkoBoro Mmo3ky (KM) narmienr i 6atbKu Bij-
MoBUTHCS. PO3ryisiatoThecst KOHKYPEHTHI 1iarHO31
SP, BpaxoBy10u# TIOTIOHOKYPIHHS Ta CIMENHY TTOJTi-
rutemiio (familial polycythemia, FP), 3 orsiny Ha
HasBHiCTb HU3bKOro 3HaueHuss EPO B cuposarii
KpoBi 3a BizicyTHocTi myTarttii JAK2 € Bucoxa iimo-
BipHicTh HasiBHOCTI MyTatlii EPOR [39]. Ha nieti uac
sIK pobounii piarnos posrisgaersbes [P /lutuna me-
peOyBae i MUIBHUM CIIOCTEPEKEHHSIM TeMaToJIoTa.
Y pasi MOKJIUBOCTI PO3NIMPEHHA TTaHe i TeHeTUY-
HUX TecTiB Oy/ie J0AaTKOBO poseaeno MT/I.

Kainiunwuii Bunagok 2

14-piuna fiBUMHA 3BepHYyJIACSd HA KOHCYJIbTAIII 0
J10 TeMaToJioTa AUTsT40ro yepe3 3minu B SAK. /lutn-
Hy TypOyBaJIu KaleJib, 3aiIIKa 3a (GisuIHOTO Ha-
BaHTaKEHHsI, 1[iaHO3 CJIU30BUX 060JI0HOK. B anam-
He31 — yacTi pecripaTopHi 3aXBOPIOBAHHS, OPOHXITH.
CimeiiHuii aHaMHe3 He 00TsIKeH it 3a pe3yJibraTa-
MU OTJISILY: TKipa 6J1i/1a, BUpaskeHa CyXicTh MKIiPHIX
HOKPUBIB, aKPOIiaHO3, I[iaHO3 CIU30BUX 0OOJIOHOK.
TonepanTHicTb 710 (Pi3UUHUX HABAHTAKEHD 3HUKEHA.
[ledopmartist muctambHUX (asaHT MAIBITB PYK Y BU-
rasi «6apabannnx nammdoks. YJ1 - 28/xs, SpO, —
91-95% (3a hopcoBanoro auxants — 95-96%). Hax
JIETEHSIMU — JKOPCTKE INXaHHsI, ocabieHe mapaBep-
TeOpaJIbHO, IPOCIYXOBYIOTHCS TIPOBIAHI XPUIIH.
JlimdonpodideparnBauii cuaapoM BigcyTHil. AT —
85/50 MM pT. ctT., HCC — 78 yu./XB, cepiieBi TOHU
nocraTaboi 3ByuHocti. ¥ 3AK: T'6 — 193,0 r/x (uia-
nasoH — 165,0-198,0 r/n), Ep — 6,73x10' /71 (kos1u-
Banus — 5,69-6,59x10'2 /), Tmk — 59,4% (kosmBan-
Hs — 51,8-59,8%), neiikorutu (Jle) — 17,6x10°/1
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Puc. 2. 3D-pekoHCTpyKUis. [lethekT aopTo-nereHeBoi neperopogku (aorto-
pulmonary septal defect, APSD: A — po3LumpeHuii nereHeBunin ctoB6yp (1); BU-
cxigHa aoprTa (2); aopTo-nereHese BikHO (3): B — HM3xigHa aopTa (1); npaBa ne-
reHeBa apTepis (2); niBa nereHeBa apTepida (3)

(kommBanus — 15,8—17,9x10° /), Tp — 258,0x10°/n
(xonuBanns — 258,0—-342,0x10°/:1), migBuIeHHs
Fe — 33,81 mxmomn /o (1: 9,0-31,1 Mmkmosib/i1) 32
HOPMaJIBHOTO 3HaueHHd heputuny — 34,2 Hr /M (H:
14,0-92,0 ur/mu) i Bucokoro EPO — 79,6 MO /M
(1:4,3-29,0 MO /muin). Tokasauku JIJT, JID, Y3/
BHYTpinTHix opranis, [113 — y Hopwmi. EKT — piske
BiIXWJIEHHS €JIEKTPUYHOI OCi BITPaBO, O3HAKU TiTep-
Tpodii npasoro nuryrouka. Ha ExoKI — ¢pakiis
BUKMY Miokapza 100pa, auiaTailis i rineprpodis
MPABOTO MITYHOUKA, MJIATaIlist CTOBOYpa i TiJIOK Jie-
reneBoi aprepii (JIA), 03HaKu JiereHeBoi rinepreHsii,
He3HayHa aopTajibHA | TPUKYCIifaTbHA HEIOCTAT-
HicTh. Ha 0cHOBI KJIiHIYHUX JJaHWX (03HAKYM XPOHIU-
HOI TiI0KCIT, TioKceMii) Ta 104aTKOBUX 0OCTEKEHb
y IMTUHU 3a1i103peHo SP Ha TJ1i iIMOBIPHOI BpOIKe-
Hoi Bajiu ceptist (BBC) Ta aprepioBeHO3HNX aHACTO-
M03iB. PexomenioBano KoMIT 10TepHY ToMOTpadito
(KT), 3a pesyabratamMul SKOI MiITBEP/KEHO eheKT
aopTo-JereHeBoi meperopoaku (aorto-pulmonary
septal defect, APSD; Be/iike aopTo-jiereHeBe BiKHO)
(puc. 1,2 A, b), nereneBy rinepTeHsiio, 3MiHM B T1a-
peHXiMi jiereHb (MHOXKWHHI JIJSTHKY 3HUKEHOI
IHeBMaTHU3allii Ha 3pa30K «MaTOBOTO CKJay ). OTxe,
BcTaHoBseHO fiarHo3 SP na migcrasi BBC i merene-
Boi rineprensii. MT'/l, myHkIiliHy i TpernaHaiiiiny
6ioricito KM ne mposeneno. [latientky ckepoBaHo
JUIST TIOJIAJTBITNIOTO JIIKYBAHHS /10 IMTSAYOTO Kap/1ioxi-

pypra.

Kainiuynuii Bunagox 3

16-piuna riBuMHA CKepoBaHa HAa KOHCYJIBTAIIIO JI0
reMaToJIoTa 3 OTJISA/TY Ha 3MiHU B KOaryJorpami: 3710-
BKEHHSI aKTHBOBAHOTO YaCTKOBOTO TPOMOOILIACTH-
HOBOTO Yacy 110 43,0—46,3 c. 3BepHyiacs 3i ckapra-
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Puc. 3. KnacnyHa noniuntemis (polycythemia vera): nponicdepatmHa (noniunmtemiyHa) basa. TpunapocTkoBa rinepnnasis.
Merakapiountu 3 noniMopPHUMK apamu, hOPMYIOTb HE3HAYHI CKynyeHHs: A—B — 36inblweHHa x40; I, [ — 36inbweHHsa x10

MM Ha TiTIepeMiio 06y yst, Mic/Is epeoX0I0/KEHHS
Ta Ha TJIi eMOIIMTHOTO HaBaHTAKEHHSI KUCTI PYK CTa-
I0Th XOJIOAHUMHM Ta OarpsiHO-YePBOHUMM, YacC Bij
4yacy BUHMKAE PAIITOBE IOYEPBOHIHHS 1 HOTEIIIHHS
KUCTEN PYK, IO CYTTPOBOJIKYETHCS CUIBHUM TIEKY-
uyuM GoJieM, y eriracTpaibHiil JISHI — HepioguyHa
TSKKICTD. 1[I cMMIITOMU yTPUMYIOTBCS BITPOJIOBIK
2 pokiB. ¥ remMorpami BUSIBJIEHO TiaBuiieHHs [0 —
180,0 r/n (piamazon — 170,0-186,0 v/n), Ep —
6,59%x10'2 /1 (komuBanust — 6,19-7,12x10'2/71),
vk — 54,4% (xonuBanns — 52,0-56,9%), Jle —
11,37x10° /1 (kosnuBanns — 10,7—11,4x10° /1), neii-
kodopmyia: eodunodisbHi (€) — 1%, naaudxosigep-
i (11) — 2%, cermenTosiziepHi (¢) — 74%, mimborutu
(1) — 20%, mononutu (M) — 3%, Tp — 666,0x10°/x
(kosmmBanns — 665,0—-811,0x10° /1), mBUAKICTD OCi-
nanns eputponutis (IIIOE) — 2—-3 mMm/rox. /lutnna
Hapojuacs Bif I 1oHoIIeHo1 BariTHOCTI, siKa nepe-
Girasia 6e3 yckiiagHeHb. /[0 MOMEHTY 3BEpHEHHS J10
reMaToJiora yacto He XxBopiyia. [Ipodimaktuyni me-
IJIEHHST IPOBEJIEHO BiIIOBIIHO 10 KaJIEHAPHOTO
rwiany. CiMeiiHuit aHaMHe3 00TsIKEHUIT: y MaTepi Ta
MOJIOJIIOro Gpata BusBieHo xBopoby Ilapko—
Mapi—TyTa (cnaskoBa CEeHCOPHO-MOTOPHA HEBPOTIA-
Tisl, € PIJIKICHOIO TEHETUYHOIO TTATOJIOTI€TO0, IO ypa-
JKae nepudepudHi HEPBU, BiIMOBiIaIbHI 32 PyX
i uyTsmBicThb). CTaH HA 4ac OTJIgy MaJio TIOpyIie-
HUH, IiBYMHA HOPMOCTEHIYHOI Ti/I0OYI0BH, MIKipa
6J1i10-posKeBa, cyxa, Ha 0OJINYYi Ta CIIMHI TIPUCYTHI
acne vulgaris, rinepemist miik i kput Hoca. Iepude-
puyHi JiMbaTUIHI By3J1, TIeYiHKa i cee3iHka He
36isnpmieni. JIuTuHi IpoBeeHO KOMILIEKC o0cTe-
skenb: ¥ 3/] Bayrpimuix opranis, 1113, EKI, ExoKT,
PTT OTK, OT/IC ta DKC i3 6ioncieno can3oBoil
KUTIKH, SIKi He BUSBUIN maTosoTii. Koncymbraitii
pPEeBMATOJIOTa Ta JIOCJI/IKEHHST KPOB1 HA CKPUHIHT
CUCTEMHUX 3aXBOPIOBAHb CIIOJYUYHOI TKAHUHU HE
MiITBEPINJIN Ay TOIMYHHUX 3aXxBOopioBanb. Y BAK
BusiBsero mnigsumienus JIO — 285,0 MO /x
(1: 0-270,0 MO /1), suuzkenns Fe — 7,7 MKkMoJib /71
(u:9,0-31,3 mxmonn/n), beputuny — 13,4 Hr/ma
(1:14,0-92,0 ar/man), EPO — 1,0 MO/ma (1: 4,0—
21,6 MO /mu), innm mokasHuky — 6e3 BifxuiieHb. 3a
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nanumu MT/I mepudepuunoi kposi (maness MI13)
y HICJI « OXMATAUT» (Bute3razana) BUSIBIECHO
no3utuBHy JAK2 exon14 ¢.1849G>T (p. V617F),
HasBHICTh gKo0i migTBepaKeHo y MIJIL] «JTEO-
I'EH». ¥ nynkrarti Ta 6iontati KM BusiBjieHo Ti-
[epIiIasilo BCiX TPbOX MAapOCTKiB KDOBOTBOPEHHSI.
Meraxkapionutu 3 1ucMopdizsMOM U TOTIIA3MH Ta
anpa (puc. 3 A-/1). Otixe, 32 CyKyITHICTIO KDUTEPIiB
BceciTnboi opramizaiiii oxoporu 3s10pos’st (BOO3)
[2,4,58] niarno3 PV y naitieHTKH BCTaHOBJIEHO Ha
Ii/ICTaBi TPhOX OCHOBHYX KPHUTEPIiB: migBuierts ['6
(>160,0 r/m) a6o I'mx (>48,0%), rinepiesroasspHoc-
Ti KM i3 manmiesiozoM (rinepriiasisg BCiX TPhOX Ia-
poctkiB), myTartii JAK2 V617F, a Takosx omgHOTO 710-
IaTKOBOTO KpUTePio — 3HMKeHUi piBeab EPO
B CMPOBATIIi KPOBIi.

Kainiyauii BUnajaok 4

[lo rematosiora 1uTsi0TO 3B€pHYBCA 17-piuHnil
XJIOIEIb 31 CKAProlo Ha 301/IbIIEHHST CEeIE31HKHM, SIKE BU-
SIBJICHO ITi/T Yac CKPUHIHTOBOTO Y 3/1 6113bKO 2 POKIB.
JluTiHa TIPOAIIIA Psijt 0OCTEKEHD, Y PE3YJIBTaTi IKUX
BepudikoBano xBopoby JKinbbepa Ha migcrasi MI]
METOJIOM TTOJTIMEPA3HO-JIAHITIOTOBOI peakirii. [emato-
JIOTOM JIUTSIYKM 3aIIPOIIOHOBAHO KOMILIEKC 0OCTEKEHb
IS 3aTliepedeHHst XBopoOu HakommdeHHst Ta MI13.
[Tepeneceni 3axBoproBaHHS: BiTpgHa Bicna, Kip. [Ipo-
(biakTIYHI TETITIEHHS TPOBEIEHO 3 TIOPYTIIEHHSIM Ka-
senpaps. CragkoBuii aHaMHe3: IyKPOBUH miabeT
IT Tury B 6abyci 110 MaTepUHCHKIi J1iHil. Aleprosoriy-
HUI aHaMHe3 He 00TsiKeHri. Q6 €KTUBHO: 3araibHUil
CTaH 33/I0BLIbHUI, Maca Tisia — 98 kT, picT — 179 cm,
HaymkoBa Maca Tizia — IMT=30,59 kr/m?2 [llkipa ta
BUIMMI ¢J1130Bi 6J1i/10-poskeBi, Bostori. Typrop TkaHuH
HopMastbHuil. Tlepuepnuti iimboBysiu He 36ibIITe-
Hi. /luxaHHs yepes Hic BijibHE. Y JIETEHSIX — BE3UKY-
JIIpHe IUXaHHS, XpUTIU He BUCTYXOBYIOThcA, U/ —
17 /x8. CepuieBi Torn3ByyHi, put™miuti, HCC - 73y /XB.
AT — 125/70 mm pr. ct. SI3uK Bostoruit, urctuii. Kusit
M KU, IOCTYITHUT /10 TTAJTbIIallii y BeixX Bizyriiax. [le-
YiHKa He BUCTYIIAE 3-T1i/1 Kpato peOepHOi Iy TH, CeJIe3iH-
ka— +1,5 cm. [TaTosoriuroi HEBpOJIOTIYHOI cUMIITOMA-
THUKU He BUsABJEHO. /liype3 caMOCTiiHUH, TOCTATHI.
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Buroposktensst yacti (2—4 pasu Ha 100y ), chopmoBa-
ui. 3AK: Ep — 5,58%10'%/1 (Mopcoutorist epurpornuTis
He 3minena), ['6 — 171,0 v/, Tmk — 51,6%, petuxyo-
T — 18,7%o, Jle — 5,42x10° /11, neiikorurapna (op-
myJa: e — 1%, m— 1%, ¢ — 66%, 1 — 30%, M — 2%, Tp —
326,0x10°/n, IIIOE — 3 mm/Toa. ¥ BAK BusiBieno
He3HAYHY HenpsiMy rinepOiipybinemito (3araibHui
61710k — 29,4 MKMOJIB/J1, IpSAMU#A — 7,9 MKMOJIB /1),
i BUIIEHHs TpurinepuaiB — 2,31 mmosb,/i (1: 0,5—
1,71 mmomn/n), Fe — 47,3 mxmonn/n (a: 9,0—
31,1 MKMOJTB/71) 32 HOPMAJTBHOTO 3HAYEHHS (hepUTH-
ny — 33,4 uar/ma (u: 14,0-92,0 ur/mi) i HUISBKOTO
EPO - 2,29 (1:4,3-29,0 MO/mu). 3a pe3ysibratamu
MTI'/] nepudepuunoi kposi na MII3 y HACJI
«OXMATIUT» (Buime3rasana) BUSBIEHO MTO3UTHB-
ny JAK? exon14 ¢.1849G>T (p. V617F), siky nintBep-
mxeno y MIVIL] «JIEOTEH». ¥ mienorpami 3a HOp-
MaJIbHOI KIJIbKOCTI KJTITHHHUX €JIEMEHTIB y ITperaparax
KM BigzHaueHo 30epeskeHHs yCiX MapoCTKiB KPOBO-
TBOPEHHSI, 03HAKU JTUCTPAHYJIO- i IICMETaKapioInTO-
noesy. BizHocHa KijbkicTh 6acTHUX Kaitua — 0,2%.
[Taromororicronoriune pocimkentus KM: Hopmorre-
mossipauii (85% ), TpaHy IOIUTAPHII TTAPOCTOK /IO
rinepIuiazoBaHui, Ipe/icTaBIAeHI yciMa repexiHUMA
Ta 3piammu hopMaMu, epUTPOIIHI OCTPIBIL 106pe BU-
paskei, 36epeskeHIi HOpMOO/IACTHUIA TUII 103PiBAHHS,
Merakapionut — 4—6 y moJii 3opy. llepekonmmBux
Mopdosoriuaux o3Hak MI13 y meskax gociKyBaHo-
TO MaTepiary He BISBJIEHO.

Bixnosizato no kpurepiiB BOO3 [2,4,58], a Takosk
OHOBJIEHUX 1 3aIIPOMTOHOBAHUX /IIaTHOCTUYHUX T1€/Ti-
arpuunux kputepiiB N. Kucine ta criBast. (2019)
[36], niarnos PV y xsyiormymnka BCTaHOBJIEHO Ha OCHO-
Bi TAaKMX IMOKA3HUKIiB: IBOX OCHOBHUX KPUTEPiiB —
nigsuieHHs pisas I'6 (>165,0 r/n) abo I'mx
(>49,0%), myrariii JAK2 V617F, a Takox 01HOTO
JI0JIaTKOBOTO KpUTepiio — 3HmkeHHs piBHsI EPO
B cupoBarili KpoBi. Kpim Toro, BusiBI€HO criyieHOMe-
rajifo, Ka, Xxo4a i He € O(IMiHNM [IaTHOCTUIHUM
KPUTEPiEM, Ha HaITy YMKY, Ma€ JI0/IaTKOBY JliarHOC-
TUYHY MiHHICTH. IOHaK oTpuMye actipus 75 mr 1 pas
Ha J100y.

¥ pigsoro 11-piuroro 6para 3a pe3yJsraramu 00-
crexxents B 3AK nmokasuuk I'6 cranosus 150 /i,
Ep — 5,2x10%/11, I'mx — 39,6%. Iniiii iokazHuku remo-
rpamu — 6e3 3MiH. IIpoBeieHo 06CTeKEeHHS IS 3a-
nepeuenns MII3. Y3/, ExoKI, EKI, PTT OI'K —
y HopMi. Busisneno sumskennst EPO no 3,38 MOn/ma
(u: 4,3-29,0 MOpn/ma). [laTtomoriuaoi myTarii
JAK2 V617F y cubca e 3Haiigeno. O6uBa XJIOIIII
1epeOyBatOTh ITi /T CITOCTEPEKEHHSIM FeMaTOJIOTa.

KAIHIYHUIM BUTTAAOK

O6rosopenHs

TepMmiH «IoJinuTeMisI» o3Havae 301IbIIEHHS 3a-
rasibHOTO 06’emy Ep monan 125% Bizx pedepeHTHOTO
3HauyEHHS [IJIS BIKY Ta MacH TiJjla NallienTa, 1o 3a-
3BUYAil MPOSIBISETHCS MiBUIIeHHAM PiBHIB [0
i/a60 I'mk. Xoua 1€l TepMiH 4acTo BKUBAIOTh SIK
CHHOHIM €PUTPOIMTO3Y /It OIKUCY HOAIOHNX 1ab0-
patopuux 3miH [30], oHAK fedKi HAYKOBIT PEKO-
MEH/IYIOTh 3aCTOCOBYBaTHU HOTO TiJTbKU B KOHTEKCTI
MII3 [32]. [ToxinuTemist MOKe OyTH TIEPBUHHOIO
i BTOPMHHOI0, BPOJIZKEHOTO 1 HabyTO10. 32 HasIBHOCTI
MOJIITTUTEMIT CJTiI TPOBOAUTH AUMEPEHITIHY fia-
FHOCTUKY MizK PV i BTOpUHHUMU €PUTPOITUTO3aMU,
1o crioctepiraiotbes 3a BBC, nereneBoi, HUPKOBOI,
€HJIOKPUHHOI [TATOJIOTi1, BUPA3KOBOI XBOPOOU MIIYH-
Ka Ta JABaHA/IATUIIAIO0] KUIIIKU, TeMaTOM, ITyXJIUH
HUPOK, 327103 BHYTPILIHBOI ceKpeltii abo iHIX op-
rauis [1,5,6,24,47,48]. Takox BasKJIMBO PO3ITiZHATH
3aMaCKOBaHUI ePUTPOLIUTO3, 32 IKOTO 301IbIIEHHS
Macu Ep cympoBoiKy€eThest CyIy THIM 3011bIITEHHSIM
00’eMy IJIa3MH 1, OTKE, MACKYIOThCSI HOPMaJIbHI 3Ha-
vennst [6/Tmk. Y curyartisix i3 Hopmassaum [6/Tvk
i cymytHiMm fediniurom Fe moskimBicTs PV wacto He-
JOOIIHIOTD. | HaBIIaKu, OYEeBUIHUN €PUTPOITUTO3
MOsKe Oy TH HacJIiIKOM ab0 3MeHIIIeHHsT 00’ €My TIIa3-
MU (BiIHOCHUI epUTPOINTO3), 00 HaA3BUYAITHO
BHCOKUX HOPMAJTbHUX 3HAUEHb, SIKi TEPEBUTIYIOTH
95-ii IPOIEHTUIT HOPMATbHUX 3HAYEHD 13 MOIIPaB-
KOIO Ha cTaTh, pacy i pict [20,21]. Yci mepeniveni
CTaHU MAIOTh CBOIO CUMIITOMATHUKY, ajle FeMaToJI0-
FiYHi 3MiHU ITIPOSIBJISIIOTHCS I0YACTU CaMe TilepIiia-
3i€10 MTOKA3HWKIB YePBOHOI KPOBi. K MepBUHHUIA,
TaK i BTOPUHHUIT ePUTPOIIMTO3 MOKE Oy TH HaOy THM
craHoM ab0 BUHUKATH BHACJIIOK CIIAJIKOBUX 3MiH.

36inbirenns Kisbkocti Ep y nepudepuuniii kpo-
Bi 32 MMEPBUHHOTO €PUTPOIMTO3Y BUHUKAE Yepe3
BHYTPIIIHIH feheKT epUTPOiIHOTO MAPOCTKA B 110-
My JISIiT cTOBOYPOBUX KJIITHH, IKUI OB I3aHUI 13
HU3bKkuM piBHeM EPO, a BropuHHMIT — yepes 30-
BHIIIIHIiT 1 TOB’13aHMI i3 HOPMaJIBHUM 200 BUCOKMM
piaem EPO. EPO — 11e rymopasnpHuii MUTOKIH,
KW CHHTE3YETbCS 11ePeBasKHO B HUPKaX i CeKpeTy-
€TbCS Y KPOBOTIK, JI€ BiH HAITIJIIOETHCS HA €PUTPOI/I-
Hi kiaiTuau-nionepenauku B KM. OcHoBHA hyHKITIsS
EPO nossirae B perysoBanHi 0CTaBIEHHS KUCHIO
110 iepuepuIHNX TKAaHUH, 1 IIbOMY CIPUSE TITOK-
cuyHa iHayKiis Tpanckpuriii rena EPO [62].

IlepBunHI €PUTPOITUTO3U BKIIOUAIOTH TEPBUHHY
ciMeliHy Ta Bpo/pKeHy mostirreMito (primary familial
and congenital polycythemia, PFCP) uepes myTartii
rena pertenrtopa EPO ta mienonposidepatuBamii pos-
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UYntanmwte HAaC Ha CawnTi:
CLINICAL CASE

3aranpHui anami3 kposi + @opmyna + [LIOE

: &

Kriniyna icTopisi Ta 00CTeKEHHSI

- JIiku, ankorojb, KypiHHS
- XpoHIuHI 3aXBOPIOBaHHSI (CEPILIEBO-CYTMHHA Ta
JIMXajbHa CUCTEMH, HUPKH, ITEYiHKA)

:

JlociixeHHsT KiCTKOBOT'O MO3KY

¥

JAK2 mutation

¥

Epurponoernn

Puc. 4. [liarHOCTUYHWI NOLWYK ANnga BepudikaLii cnpaBXHbOT

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

aan — PV. lle — knonanbHe MiesonposideparuBHe
HoBoyTBopentss KM. Biapiszautu fioro Bijx inmmx
IPUYNH epUTPOILUTO3Y € BKpail BasKJINBO, OCKIJIIBKI
paHHe po3Ii3HaBaHHs iJlikyBaHHs PV MoxkyTb 3ar10-
6irTi 6araTboOM HOTO BA3OMOTOPHUM, TPOMOOTHYHUM
Ta iHIMUM ycKIaHeHHIM. CIIpaBKHS MOJIIATEMIs
€ PIIKICHUM 3aXBOPIOBaHHAM i3 wactoTtoo 10—
20/1 000 000 i3 cepenuim Bikom 60 poxiB
[2,13,25,41,59]. Jlumie 1% naiienTiB 3BepTaloThCst
y Bi1ti 10 25 pokiB i 0,1% — momozmiri 20 pokis [13].
Yacrora PV y miteit cranoButh Mentie 0,1%, BoHa
tpamsieTbes pimire 3a PFCP [12] i3 cepennim Bikom
Ha MOMEHT BCTaHOBJIeHH: iarHo3y PV 11-12 pokis
[13,27]. Psan BuUeHUX TTOBiIOMJISIOTH, 1110 TTOJIOBIHA
neiaTpUYHKX HalieHTiB i3 PV Marorh 6e3cuMIToM-
HUI TTepebir Ha Yac BCTAHOBJIEHHS iarHO3Y, IPOTe
6itb ros10B € HaityacTimmm cummromoM y 30,5—100%
mireit [13,27,36]. ¥ 15% mosnoaux natientis i3 PV
HaHTONTHPEHINIO0 03HAKOIO € CTLIeHoMeratis [27].
[TommupenicTs SP € Bumoro, Hixk npu PV. SP pos-
BUBA€EThCA y 6—8% MAI[iEHTIB i3 XPOHIYHUM 0OCTPYK-
TUBHUM 3aXBOPIOBAHHSIM JiereHb 1 2—8% ocib 3 06-
CTPYKTUBHUM arHoe cHy [47]. Mix nmuMu 1BoMa
MaTOJIOTIYHUMY CTaHAMU CTIOCTEPITAIOTHCS BiIMiH-
Hocti mopdodtorii KM: 3a PV BigsnavaoTb TpuIi-
HiliHy TIpoTidepaltifo, TO/i IK 32 BPOIKEHOTO €pu-
TPOIUTO3Y — 306iJbIIEHHS JUIIe ePUTPOIAHUX
nornepeaHukis [53]. PV y 98% Bunukae BHacigok
myTaiii rera Janus kinase (JAK) 2 (JAK2)
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[4,9,20,21,46,53]. Y 95% mnartientis i3 PV npucyts
toukoBa myTatlisi V617F B ex3oni 14 — JAK2 V617F,
sdKa BUKJMKAE 3aMiHy (eHisalaHiHy Ha BajiH
y nosioxkenHi 617 rena JAK2 [4,9,20,21,53,54].
L.M. Scott Ta crriBaBT. (2007) 3a3Ha4ail0Th y BOCBMHU
3 nes’satu JAK2 V617F-neratuBaux xgopux Ha PV
myTariii B ek3oHi 12 JAK2 [53]. [lommpenicts myTa-
it JAK2 V617F 3nauno Hukua B ietiatpuyHiit PV
MTOPiBHAHO 3 flopocaumu [23,29], 1110 CBiT4UTH TIPO
3aJIe;KHe Bijl BiKy 301/IbIIIeHHST HAOYTHX COMaTHYHUX
myTatiii y JAK2. [likaBuMm € oBiioMJIeHHS TTPO BU-
MajiKu NpeHaTaJbHOTO MOXO/KeHHS MYyTalliid
JAK2 V617F y monoaux narienTis i3 PV [31].
JAK2 V617F moxe ycnajikoByBaTHUCS B CiM '5IX 13 Mi-
eJionpostipepatuBHUME po3dagamu [52]. Y nemia-
TpUYHUX XBopuXx i3 PV myTanii JAK2 V617F a6o
JAK?2 B ex3oni 12 BusiBsisiiors y 37,0% 1 2,5%, Bifro-
BisHO [27]. MyTatia JAK2 V617F ne € cnierudiu-
HoIo jutie Jig PV; il Tako:X BUSBJISIOTDH 32 1HITUX
MII3, 30kpema, 3a IpUeCceHIaIbHOI TPOMOOIUTEMI]
Ta epBUHHOTrO MieTo(ibposy [2,54 ). PekomenoBa-
HUH AIarHOCTUYHUH TOMIYK 715 Bepudikarii PV
BKJoyac BukoHanusa 3AK, perenbre 36upanus
AHaMHe3y JKUTTsI, XBOPOOH, 4iTKe 3HAHHS PO 3aCTO-
CyBaHHS MeJIMKaMeHTiB XBOPUM, 3allepeuyeHHs B HUX
MIKIIJIUBUX 3BUYOK, nocaimkernnsa KM, BusHaueHHs
myTarttii JAK2 ta pisast EPO B xposi (puc. 4) [43].
Jesxi sBumanku PV i3 nedinmurom Fe MmoxyTh Ha-
rajyBaTi eCeHI[iaJbHy TPOMOOIUTEMIf0. Y TaKUX
xBopux Ep mikporurapsi, piserb I'6 Hu3bkuii abo
B MeKaX HOPMH, BUPAKEHHH TPOMOOIINTO3. STK Bi0-
Mo, PV xapakrepusyeTbcst HaZIMipPHUM TTPOIYKYBaH-
HSIM YEePBOHUX KPOB'STHUX KJIITHH, 110 MOXKe TIPU3BO-
auTu 10 30imbmenus piBHg I'mx i 6. PiBenb
(hepuTHHY B TAKUX TAI[IEHTIB MOKe OYTH 3HUKEHUM
ab0 HopmasbHuM. [ToyacTu B marienTis i3 PV 3HIKY-
10ThCs 3ar1acy Fe B opraniami, 1110 MpU3BOJAUTD /10 3HU-
KeHHs piBHs peputuny. Ile Moske OyTH pe3y IsraTom
mizBuiieHoro Fe yepes HaaMipHe iposykyBanHs Ep.
Cawme piBeHb (hepUTUHY MO:KE IOTIOMOTTH B /TU(hepeH-
MiHOMY AiarHOCTYBaHHI Mik PV Ta inmmmMu ctana-
MU, SIKi CYTIPOBOJIKYIOTBCS MiZIBUIIIEHHSIM piBHsT ['0
i I'mk, Takmmu gk SP. BifnmoBigHo 3 TBEpAsKeHHIM
Y.Z. Ginzburg Tta cmiBasr. (2018), came HU3bKHUIL pi-
BeHb (DepUTHHY 3a BUCOKOTO MokasHuka I'6 i MK
MO’Ke CBiunTH Ha Kopucthb PV [22]. B onucanomy
HaMU TPEThOMY KJIIHIYHOMY BUTIAJIKY B 16-piuHO1 /1i-
BYMHM 3 Bepudirosanoo PV i3 mosutuBHOIO MyTaIli-
eto JAK2 V617F Bugsneno B BAK 3HmskeHHS 3HA-
yenb Fe i deputnny, EPO ta y KM Bigznaueno
TPUJiHINHY KIiTUHHY Tpoidepartito (puc. 3 A-/1).
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Y nocaipkenni D. Liu ta criBast. (2021) 3HuskeHHs
BMmicty Fe 3a PV cniocrepiraiors y 52% xBopux. Cu-
posatkoBe Fe, Tparcdeput i pepnuTiH 3HAUHO HIKYL
B MaItieHTiB i3 myTariero JAK2 exk3ona 12, Hix y maiti-
enTiB i3 myTatieo JAK2 V617F 3umwkenns MCV,
MCH, MCHC uacrite BizHada€Tbcst B 0cib i3 My-
taitieio JAK2 ex3ona 12 mopiBHSHO 3 TUMH, SIKi MAIOTh
myTartio JAK2 V617F [38]. HesamnexHo Bij oTpuMa-
HUX JIAaHWX, MeXaHi3M(1 ), 32 IOTTOMOTOIO SIKIX MyTaIlii
JAK?2 BrutmBarots Ha Metabosmiam Fe, He 3'sicoBani Ta
notpebyIoTh moAasbiioro BuBueHHs. Pisenb EPO
pi3ko 3HM:KeHUH 32 PV i 3HauHO Mi/[BUITIEHUH 32 BTO-
PUHHUX a0COJIIOTHUX ePUTPOITUTO31B HE3aI€KHO Bi/I
NpuuuHu. Y HaBeZieHOMY Hamu jociipkenai EPO
€ BucokuM 3a SP, a Huspkum — 3a PV ta IP. Busna-
yerHs BMicty EPO 710 Ta micig KpoBomycKaHHsS Ma€e
JliarHocTUYHe 3HaYeHHs. 3a PV, mapaneoriacTHaHNX
1 HIPKOBHX €PUTPOIUTO31B IPAKTUYHO He 3MiHIOETh-
cs1 piBerb EPO B KpoBi 1icis KPOBOITYCKaHHS MOPiB-
HSTHO 3 BUXIJTHUM, TOJIi SIK 32 TITOKCHYHUX €PUTPOITHN-
t03iB BMicT EPO B KpoBi micsg KpOBOTYCKaHHS
3HAYHO 301IBITYETHCS |47 ].

[MamienTn 3 PV MOXYTh KJIIHIYHO TTPOSABIATH
CHMIITOMH CILIEHOMeTaJIii, 3araibHi abo BA30MOTOP-
Hi 03HAKH, TaKi sIK TOJIOBHUI GiJIb, TIOPYIIIEHHS 30DY,
3amaMOPOYEHHS, a TAKOK 3MiHY TICUXIYHOTO CTaHy
BHACJTIZIOK Tinorepdysii Ta TokanbHoi rinokcii [7,57].
306iJbIIeHHS cele3iHKY BUSBICHO B OJHIET 0c0OH,
17-piuHOro MiANITKA 3 TO3UTUBHOIO MYTAIli€I0
JAK2 V617F (uerBeptuii kiaiHiunnii Bunasiok). Cre-
MU(PIYHIMY CUMITTOMaMU Mi€TOTTPoJihepaTuBHUX
HOBOYTBOPEHbB € CBEPOIK, IO YaCTO € AKBATEHHUM
i MOsKe Oy TH BUCHAKIMBUM, ePUTPOMEIAITIs (Ba3o-
MOTOPHE TIOPYIIeHHS, TKe TPOSABISETHCS TAPOKCH3-
MaJIbHUM [TOYE€PBOHIHHSIM KiHIIIBOK, 0COOJIMBO MaJlb-
1[iB, KUCTEW PYK, CTOM, IO CYNPOBOIKYETHCS
CUJIbHUM TEeKy4YuM 60JieM). YpaskeHHs 3a3Buyail
CUMETPWYHI, iHO/II 3'SIBJISIOTHCST TAKOK HA BYTITHUX
pakoBuHax i Ha 06smydi [57]. [lo peui, y mocrimxen-
Hi A. Tefferi Ta ciiBaBt. (2013) BusHaueHo cBepbOix
y XBopuX Ha PV gk cuipugaTiinBuii GakTop pu3uKy
10/I0 BUJKUBAHH4, a (paKTopaMu pU3UKY JieHKeMid-
HOi TpancdopMmartii — JIiTHIH BiK, aHOMaJIbHUH Kapio-
Tt i seiikoruty =>15%10°/m1 [57]. [MarienTis Takox
MOKYTh TypOyBaTH Irapectesii, 6iJib B ermiracTpii, Haj-
MipHe oToBujtiieH s [25]. JIutie B ipubIU3HO 110-
JIOBUHM TIe/liaTpUYHUX BUIa/IKiB PV nposBsaioTbes
BUIIE3ra/aHi CUMIITOMH, ITOB’I3aHi 3 ITOJII[UTEMIEIO
[23]. TlomibHy cMMIITOMATHKY — €pUTPOMEJIAIITII,
TSKKICTD y emiracTpil — Mae 16-piuna gisunna 3 PV
y HaBe/IeHOMY HaMU TPETbOMY KJIiHITHOMY BUTIA/IKY.
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KAIHIYHUIM BUTTAAOK

Tpom603 i KpoBOTEUYA € BATOMUMHU TIPUIMHAMU
YCKJIaJIHEeHb 1 CMePTi IOPOCTUX MaIl€eNTIB i3 PV, gki
TpaIIAIOThCs y 01m3bK0 30% 1 8% XBOpHX, BiAIOBIA-
HO [42]. PV moxe TpaHcdopmyBatucs B Miesodi-
6po3 i rocTpy Jaeiikemito [37]. ¥ mocmimxenHi
F. Giona Ta cmiBaBrt. (2012) xxonna qutuna 3 PV He
3a3Hajia TaKUX YCKJIaHEHb MiCJIs CepeTHHOTO Tepi-
O[ly CIIOCTEPEKEHHS, 110 TiepeBUIyBaB 9 pokis [23].
[Ipote K. Stoops Ta cmiBast. (2023) onucyiorsb
9-piuny autuny 3 PV, BUKIUKaHOIO MyTaIli€o
JAK2 B ex3o0ni 12, tuTrHA TIepeHecia BEHO3HUM
TPOMOO3 JIyPabHOTO CHHYCa, HE3BAKAIOUH Ha TePa-
nito ¢hreboToMi€I0, ACIIPUHOM i TIAPOKCUCEUOBU-
Ho10. [Tosinmen s HacTasIo MicJs Hepexo/y Ha Jii-
KyBaHHs pykcosituaiobom [55]. TpomboTuuni
yCKJIQHEHHS criocTepiraiotbest y 15-25% miteit,
3aebinbiioro y surisaai cungpomy bagma—Kiapi
[13,27]. Jleiikormros (>15x10° /1) acorioeTbes sk
i3 TPOMOOTHYHIMU, TaK i 3 FeMOPATiYHIMU YCKJIAI-
nenusamu [13]. [lysxe pifko TpamgoTbCs BUITAIKI
BTOpuHHOI PV y fiTeit, gki panilie nmepeHecan rema-
TOJIOTIYHI 3/T0SKICHI 3axBopioBaHHsA [13].

Ha6yTuit epuTponuTos cJij 3amepednTu, 3acTo-
COBYIOUM KOMILJIEKCHE MeINYHE OOCTEKEHHS, 4iTKO
36upaioun aHamHe3 XBOPOOU Ta KUTTSI XBOPOTO
3 OTJISILY Ha MicCIle TPOKUBAHHS (BUCOKOTIPHIi paiio-
HU ), MOXKJMBOCTI TOKCUYHUX BIJINBIB OTPYEHHS
YaJIHUM ra3oM ab0 HACJIIKIB IIKIJINBOI 3BUYKH TIO-
TIOHOKYPiHHS, 3aCTOCYBaHHS XapYOBUX JO/ATKIB
a00 JIiKiB, 30KpeMa TECTOCTEPOHY, aHIIPOTEHiB, TIpe-
napatiB EPO, niypetukis, riidno3unis (kiacy iHTi-
6iTOpiB HATPIN-TIFOKO3HOTO KOTPAHCIIOPTEPa 2-TO
tunty (SGLT2). Caig mam’staru, mo y 8,0-28,4%
MAIEHTIB y TePITi 2 POKU Micsd TPaHCIIAHTAIli1
HUPKHU PO3BUBAETHCS ToJinuTeMis [3,26,33].

Diszuute 06cTeKEHHS 0Ci6 13 TOMIUTEMIERO CJTi/T
choKyCcyBaTH Ha BUSIBJIEHHS TIITOKCIi Ta cepIieBO-Jiere-
HEBUX 3aXBOPIOBAHb, TEJICAHTIOEKTA3ii, KYIITUHTOI/l-
HUX 03HaK abo Bipuaizanii. HeoOxinHno obcrexutu
YyepeBHY MOPOKHUHY Ha HAsIBHICTh OpraHoMeraJiii abo
iHTpaabIOMIHAIBHUX YTBOPEHD — MOKJIUBI Ty XJIHHI
HUPOK 200 MeYiHKH, KicTH HUPOK (MOJIKICTO3), Tipo-
Hedpo3s, TeMaHTiOMU, TEMATOMHU B JKUBOTI, aHOMAJIi1
HUPKOBUX Cy/INH (CTEHO3y HUPKOBOI apTepii) TOIIo.
Bcranoiieno, 1110 4acToTa epuTPOITMTO3Y 32 XPOHiU-
HOTO 0OCTPYKTUBHOTO 3axBopioBatHs jierern (XO3JT)
KOJIMBAETHCS BiT 5,9% 110 18,1% 1 3HUIKYETHCSI THCIs
MPOBeJIeHHsT TpUBaJoi KucHeBoi Teparii [34]. BBC
€ HAlIOIMPeHiIMMI BPO/PKEHUMU BaJlaMHU B JTIOINHU
3 IprOJIM3HOTO YacToTo 9—14 Bumazkis Ha 1000 jxu-
BoHapoKkeHux aiteii [ 1]. Cepen uncaeHHUX MOXKIIN-
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BUX YCKJIQ/THEHb, IKi HAYACTIIIE TPATISIOTHCS B T1a-
1ienTiB i3 mianotnuaMu BBC i Moy Tb 3arposkyBaTin
JKATTIO, € TEMATOJIOTIUHI PO3JIajiv; BTOPUHHA TTOJIIH-
TEMis Ta ITi/IBUIIEHA B'I3KiCTh KPOBI, TOPYIIEHHS KPO-
BOTOKY i iehopmaltist epuTpoIuTiB, 3astizofedinuTHa
aHeMist, TPOMOOIMTOIIEHIsT Ta KOaryJIonarii, Cipruym-
Heni nosinuremiero [ 1,48,51]. ExoKTI momomarae Bu-
SIBUTH PSIZT Kap/Ii0JIOTIYHNX 3HAXIIOK, IO i ITBEPIKe-
HO B HaBe/IeHOMY HaMU JIPYyTOMY KJITHIYHOMY BUTIQ/IKY,
e SP Oyi1a Hac/1iIKOM XPOHIYHOI TITTOKCi, TioKceMmil,
pukmkannx BBC (nedexT aopTo-siereneBoi nepero-
ponku). ¥ pas3i HeBPOJIOTIYHUX CUMITTOMIB y TTAITIEHTIB
3 €PUTPOLIMTO30M JIOLLIBHO BUKIIOYATH ITyXJIMHU 11eH-
TPAJIbHOI HEPBOBOI cHCTEMH [5]. ¥ JKIHOK epUTPOINTO3
4aCcTO MACKY€EThCSI MEHOPATI€I0 32 JIBMOMIOMI MaTKH.
Tako:K MoJHIUTEMIst Pa3sOM i3 TPOMOOIIUTO30M MOJKE
OyTH CKJIZIOBOIO TIOJTIHENPOIIATii, OpraHoMerasii, eH-
JIOKPUHOTIATI1, Mi€JIOMHOI XBOPOOH, CUHIPOMY IIKip-
HUX 3MiH [21].

CriazikoBy MOJIITATEMITO JIiKAp MOKe 3aITiZIO3PUTH
B JIiTel i MOJIOAUNX JTI0Zieil i3 TPUBATIUM epUTPOITATO-
30M, OCOOJIMBO 3 TO3UTUBHUM CiIMEHUM aHAMHE30M
[21]. Axo BugBsaoTs HU3bKMIL pieHb EPO B cupo-
BaTIli KPOBI Takux ocib 3a BizcyTHOCTI MyTartii JAK2,
€ BUCOKa IMOBIPHICTB 1110710 HagBHOCTI MyTaitiii EPOR.
3 irmmoro 6OKy, sikio cupoBatkoBuii EPO Hopmasib-
HiA 00 i BUIIEHII, HacaMIIepe]] Y TAKUX BUTIQIKAX
CJTiJT PO3TJIAIaTH IMOBIPHICTh BPO/IZKEHOTO BTOPUHHO-
TO ePUTPOIINTO3Y, BUKIUKAHOTO ['0 13 misBUIIIeHOI0
CTIOpiHeHiCTIO 10 KucHio. CIIazKoBi BapiaHTH ITOJTIIN-
TeMii, orcani y 12—15% BUIa/IKiB, XapaKTePU3YIOThb-
Cs1 TEHETUYHOIO TeTEPOTeHHICTIO TATOTEHHUX BapiaHTiB
y reri EPOR ynacnifok nedekris perenitopa EPO,
Hanpukiaan, y revax VHL, EGLN1 (PHD2) a6o
EPAS1, Ta Bu3HavatoTh IepBUHHY CIMEITHY Ta BPOJIKe-
Hy noutiruremii (primary familial and congenital
polycythemia (PFCP) [35,39,44,45].

3a BTOPUHHOTO €PUTPOIUTO3Y /TIOJIIIATEMIT TTPO-
nykitiss EPO ctumystioe Haamipry mpostidepartito Ep.
Bropuntuii HabyTHii epUTPOIMTO3 Ma€ HaraTo MOXK-
qusux npuynd. [lixBumena cexpertis EPO moxe
BigOyBaTucs sk (isiosroriyHa BiANOBIb HA TKAHUHHY
TiMOKCi0, aHOMaJIbHe aBTOHOMHe BupoOuuirso EPO
a00 BHACJIIOK IUCPETYJISATIIT 3a/I€KHOTO Bijl KUCHIO
cunrtesy EPO [45]. [enetnuni ypaskeHHsT 32 BPOJIKe-
HOTO Ta CIMEMHOTO epUTPOIUTO3Y KOAYIOTHCS 5K
eputpoiuto3 ECYT). ECYT1 — 11e nepBunHi rene-
TUYHi IOPYIIIEHHS B FeHi pelienTopa epuTpPOIoeTUHY
(EPOR),a ECYT 2-8 € BropuHHUMU OPYIIIEHHIMEI
3 TEHETUYHUMHU YPAKEHHSIMHU, 1110 TTPU3BOIATH /10
BTOPUHHOTO epUTPoIuTo3y. BpomkeHi BTopuHHi
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€PUTPOIMTO3U BUK/INKaHI, Hanpukiaz, ['6 i3 mocu-
JIEHOTO 3/IaTHICTIO 3B’ I3yBaTH KUCEHB, 1eDilUTOM
2,3-6icdocdorminepary abo MyTatisiMu B reHi (oH
linnens—Jlinaay, moB’si3aHUMU 3 TOPYIIIEHHSIM KHC-
HeBo 3asieskHoi1 peryJriii cuaresy EPO [21]. Myra-
11is B TeHaX, BiZIIOBI/JaJIbHUX 34 CIIPUIHSTTSI KUCHIO,
MOZKe TIPU3BOIUTH 10 aHOMAJIbHOTO BUPOOHUIITBA
6iJTKa, SIKWiT 32 HOPMAJIbHUX YMOB KMCHEBOTO TIOCTa-
JaHHS He (DYHKIIIOHyBaTUMe SK 3a3BUYAll, a HATO-
MIiCTb [iSITHME TaK, Haue OPTaHi3M rmepeOyBae B CTaHi
rinokcii. Omcano nmonaz 100 BapianTis I'6 i3 Buco-
KOIO CITOPi/THEHICTIO 10 KUCHIO. BOHU yCIIa/IkOBYIOTh-
€ 32 AyTOCOMHO-/IOMiHAHTHUM THUIIOM 1 4acTO
OB’ sI3aHi 3 00TSIKEHUM CIMEITHUM aHaAMHE30M 1010
eputpoiuTo3y. OKcureHarlist Ta IeOKCUTeHallis Biji-
OyBalOThCs y MiCIli 3B’s13yBaHHs1 reMoBoro Fe, a crio-
PIZIHEHICTD /10 KMCHIO 3aJIEKUThH BiJl KOHKpeTHOTO [0,
3a TaKuX CTaHiB, YHACJIIOK MIITHOTO 3B’s1I3yBaHHI
KHCHIO 3 TakuM ['6, BiH He BUILISETbCSA Y TKAHUHMU.
e Moske MPU3BOANTH JI0 TITIOKCi1 HABITH 32 HOPMaJIh-
HOTO PiBHS KUCHIO B KPOBi. MilTHUH 3B’430K KUCHIO
3 reMOr/I00iHOM TIPU3BOAUTD JI0 TITIOKCIT TKaHWUH, 1110,
CBOEI0 4ePTOI0, cTUMYTIoe TIpojykiito EPO Ta Bu-
KJIMKA€E epUTPOIUTO3. K o-, Tak i f-BapiaHTH remMo-
rJ106iHY 3 BUCOKOIO ahiHHICTIO /10 KUCHIO CIIPUSTIOTh
oMy mporiecy. Li BapianTu, 1110 MaioTh MiABUIIIEHY
CIOPIZTHEHICTH /10 KUCHIO, KOAytoThesi reHom ECYT7
[45,50]. MyTauii B reHax, 1o 6epyTb y4acTh y pery-
JIAIT CHPUUHATTSI KUCHIO, MOKYTb CIIPUYUHSITH Pi3-
Hi (hopMU MOPYIIIEHHS KPOBOTBOPEHHSI. 3a TIEPBUH-
HOTO epUTPOIMTO3Y 3a/issHi MyTallii B reHi LNK/
SH2B3, axuii kontpoioe pererrrop EPO.

3a BTOPUHHOTO €PUTPOIUTO3Y MYTallii MOXKYTh
BUHUKATHU B T€HAX, [TOB I3aHNX i3 KHCHEBUM 00OMi-
nom: VHL, PHD2/EGLNT1, HIF2A/EPAS1, a takosk
y reHax rio6iHy (o Ta B), sKi BiIOBIAI0Th 32 TEMO-
r/1001HHU 3 BUCOKOIO CIIOPiHEHICTIO 10 KrcHIO. Yepes
aHoMa/JbHUI MeTremoryiobin (MI6) abo gedinur
(bepMeHTY ITUTOXPOMPEYKTa3W BUHUKAE METTEMO-
riobinemis. MT'6 yrBoproeTbest, Kosu remose Fe
OKHCJTIOETHCS /10 TPUBAJICHTHOI (POPMH, IO TTOPYIITYE
snarHicTh ['6 3B’s13yBaTH i TPaHCIIOPTYBATH KHUCEHb.
[1e MOsKe CIPUYUHSATH KOMIIEHCATOPHE 301/TbITEHHS
npoaykitii Ep. Merremoriobinemist Moske OyTu criaji-
KOBUM PO3J1aJIOM 1 BUHUKATU Yepe3 aHOMaJIbHi Bapi-
ant MI'6 abo nacizkom craakoBoro aedinuty
U TOXPOMPENYKTa3H. [CHYIOTH KiJTbKA PI3HUX TUTTIB
MeTreMorJiobinemil. Bunaaku, nos’g3aHi 3 aHOMaJIb-
HIUMU BapianTamu MI'6, mepealoThest 3a ay TOCOMHO-
JOMIHAHTHUM THUIIOM i MOKYTh OYTH BapiaHTaMu o,
B abo y. lediuut muroxpompenykrasu I tuiry 06-
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MEKYETHCST €PUTPOIMTAMHI 1 BUKJIUKAE 100POsIKic-
Huii mianos. [ledimmt muroxpompenykrasu [1 tutmy,
SIKWH ypaska€ BCl KIITUHN OPraHi3aMy, TPU3BOIUTH /10
Cepio3HIX HEBPOJIOTIYHUX PO3JIaIiB i miano3y [50].
BropunHuMii epuTPONNTO3 CIPUYMHSIOTh MYTaIlii
B reHi VHL, siki ycraikoBy1OThCS 32 Ay TOCOMHO-Pe-
recuBHUM Tutiom (ECYT2). [Tepma myTaitist 1boro
rera BusBJyieHa B UyBacbkomy perioHi Pocii, e 3a-
(bikcoBaHO uMCIEHH] BUTIAJIKN EPUTPOITUTO3Y. Y BCiX
NAIi€NTIB BiZidHaueHO roMo3uroTHy MyTartiio C598T,
SKa TPU3BOAUTD /10 3aMiHUA aMiHOKUCJIOTH apriHiny
Ha Tpuntodan (Arg200Trp). ¥ takux ocib gyacto
CIIOCTEPIiraloThCsl BAPMKO3HE PO3IINPEHHS BEeH, 3HU-
JKEHUI KPOB'STHUIA THCK, BepTeOpaibHi reMaHrioMu
Ta MABUIIEHNT PU3UK TepeldacHO] CMepTi yepes
1iepeOpoBacKyJIsipHi 3axBoproBaHHs. Ha BiaMiHy Biz
KacuaHoro cuaapomy o lnmensa—Jlingay, He Bu-
SBJIEHO acolliallil 3 reMaHriobacToMaMu, KapIuHO-
MaM# HEPOK abo dheoxpomoruromamu. MyTaitist
Breni PHD2 (EGLN1), sika cippanHsie epuTpoIu-
103 (ECYT3), ycnankoBy€ThCS 32 ay TOCOMHO-IOMi-
HAaHTHUM TUTIOM. BoHa TPU3BOANTH /10 TTOMiPHOTO
nigBunieHHs Ep, npu iibomy piBenb EPO 3anumia-
€TbCa B Meskax HopMmu. Myramii B reni HIF2A
(EPAS1) nos’a3aHi 3 TSKKUME TPOMOOTHYHIUMH I10-
nisimu [49], nerenesoio rineptensieio [19], heoxpo-
MoluToMamu Ta naparanriuiomamu [40]. Y namientis
i3 medinurom bicocdormineparmyTasu MyTarii
B rerii BPMG nipusBoigTh 10 /1eheKTHOTO BUPO-
GJieHHst GiJIKa, 1 11 MyTallii MOSICHIOIOTh EPUTPOIINTO3
y TaKUX TaIlie€nTiB i mo3navdaotbes ik ECYTS.

Tern PIEZO1 komye 610K, SIKUI BILTMBAE Ha HAI-
XOJ[KEHHA KaJIbITiI0 10 K TUH. MyTaltii B 11boMy TeHi
MIPU3BOJISTH JI0 TiIBUIIIEHHS PiBHS MapraHIfio, TOK-
CUYHICTB SIKOTO BUKJIMKAE Pi3HI KJIHIYHI TPOsiBU. BBa-
JKAETHCS, IO MapTaHelh CTUMYJIIOE €KCITPeciio TeHa
EPO, o 36imbiiye piserb EPO i cripuumtsie eputpo-
1nTo3. 3a myTaitii B reni SLC30A10, o kozye Tpanc-
MOpPTEp MapraHIfio, MOKe PO3BUBATUCS CHHIPOM, ITI0
MOENHYE TUPO3 TIeYiHKU, TUCTOHIIO, MOJIIIUTEMIIO
i rinepmaprantiemito [60]. Y gesknx Bumaakax Bpo-
JIPKeHa IO TeMist MosKe repebiraTit 6e3 CUMIITOMIB
1 BUSIBJIATUCS] BUTIA/TKOBO TTi/T YaC PEryJIsIpHUX Me/y-
HUX OIVISAIB. AJle, He3BaXKalouy Ha Te, 110 B O1JIBIIOCTI
0cib i3 BPOIZKEHOIO HOJHIUTEMIEIO CIIOCTEPIraloThCst
JIVTITE JIETKI ITPOSIBY TTiIBUIIIEHO] B'SI3KOCTI, TaKi SIK 3a-
TaAMOPOYEHHsT aO0 TOIOBHUIT O1J1b, Y IESIKIX XBOPUX
Bi/[3HAYAIOThCS CEPHO3HI Ta HABITD JIeTaJIbHI YCKIIA/1-
HEHHSI, 30KpeMa, apTepiayibHa TilepTeHsis, BHY TPIilll-
HbOMO3KOBMIA KPOBOBUJIMB, TPOMOO3 IJIMOOKUX BEH,
KOpPOHapHa XBopoOa Ta indapkT miokapa [7].
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Y 3naunoi yactku (70,0% ) maiieHTis 3 epuTPOIHU-
TO30M KOHKpeTHa IIPUYMHA He BiZloMa, He3BayKaloun
Ha YUCJIeHHI JocipkerHst. Taki Bunaaky kiaacudi-
KYIOTBCS SIK «i[iOTaTHyHi» ab0 «He BU3HAYeHi», 110
crocyerbes igionaTinyaroi nosinuremii (idiopathic
polycythemia, IP) [20]. TTarienTn 3 IP € kanauaara-
MU HA CEKBEHYBAHHS TEHOMY 3 METOTO Beprdikarii
JIarHo3y — /U1 3arepedeHHs BPO/KeHOTo epuTpoIU-
TO3y 200 IHIINX XBOPOO, SIKi CYIIPOBOIKYIOThCS BTO-
PUHHUM TiABUTIIEHHSIM TTOKa3HUKIB YEPBOHOI KPOBi.
OpHak € rpyna nari€enris, SKUM He BCTAHOBJIEHO Te-
HETUYHOTO /IIarHO3Y, He3BaKaloun Ha 3aCTOCYBaHHS
TAaKOTO KOMIIJIEKCHOTO TEHETUYHOTO aHami3y [12].

JlikyBanHst xBopux Ha SP Mae Gyt cripsiMoBaHe Ha
OCHOBHY TpUunHY Heyrn. Hemae octatounmx oKa-
3iB TOTO, 110 PUBKK TPOMOOEMOOJIIT i IBUIILYETHCS
B TIAIIEHTIB i3 BTOPUHHUM €PUTPOIUTO30M, TOMY
dhreboToMist HEe PEKOMEHAYEThCsST pyTUHHO [11].
B 0ci6 i3 TimoKCHYHUM 3aXBOPIOBAHHSIM JIETEHD PO3-
[JISI/IAETHCS JIOJIBHICTD TPUBAJIOI OKCUTEHOTEPATTii.
XBOPUM 3 €PUTPOIIUTO30M, BUKJIMKAHUM 3aCTOCYBaH-
HSIM TECTOCTEPOHY, CJTi/T TPUTTUHUTH HOTO BUKOPUC-
TanHs1. JIuiie mmicsist HopMatisarii piBHs reMorsio0iHy
MeIMKaMeHT MOKHA BIZTHOBUTH, aJie B HUKUNX /103aX
[10]. 3a moninuTeMmii Tic/ig TpaHCILIAHTAIlT HUPKA
B/IAE€THCS MTOCTYIIOBO IOCATHYTU Perpecii ii MposiBiB
3aBJISIKH [IUPOKOMY 3aCTOCYBAHHIO iHTiOITOPIB aHTio-
TEH3UHIIEPETBOPIOBATLHOTO (hepMEHTY 1 6JI0KATOPiB
perieniTopiB anrioTen3uny [3,26,33]. [lartienTu 3 mia-
HOTHYHUMU BPO/KEHNMU BaJlaM1 CePILst ab0 TeMo-
1061 HaMH, 1110 MAIOTh BUCOKY CIIOPIZHEHICTD /10 KIC-
HIO, MAOTh (Di310JIOTIYHNT €PUTPOIIUTO3 | BUMAratoTh
MOCTIHOTO HArJsAy (haxiBIliB. Y HUX iCHYE PU3UK
PO3BUTKY TPOMOO3Y, X04a ONTUMAJIbHI I[iIbOBI 3Ha-
geHHs piBHs ['6 He Bigomi. [nionarnanuii eputpoiu-
TO3 € 1IarHO30M BUKJIIOUEHHSI, SIKUI CYIIPOBOJIKYETh-
sl HU3BKMM PU3MKOM TPOMOO3yY Ta KpoBoTeui [8].

CripaBskHs TTOJIUTEMIsT — TIOBIJIBHO TIporpecyioye
3aXBOPIOBAHHS, TPUBAIICTD SIKOTO BUMIPIOETHCS Jie-
carupivusimu. [Tpu 1iboMy nmarieHTH 30epiraloTh Kiri-
HIYHY KOMIIEHCcaIlifo Ta npaie3atHictb. [loBHOTO
OJLy>KaHHs BiJl 11bOTO 3aXBOPIOBAHHS HE JIOCATAETHCS.
[TokaszHuk BI;KUBAHHS XBOPUX Y Billi >65 pokiB no-
MIOHMIT 10 TIOKA3HUKA 3araIbHOI Oy IS [T Ta-
KOTO 3K BiKY, TO/Ii IK Y MOJIOIINX XBOPUX BiH HIX-
unii (Tparcdopmartist PV y mienodiopos abo M/IC/
I'MJT i Tpom603). Tepartist PV 3ajeskuth Bijl KJIiHig-
Horo nepebiry. [lismu mikyBauus PV € 3HUKeHHS
PU3HUKY apTepiaJbHOI i BEHO3HOT TpOMOOeMOOTii Ta
MmiHimizaiig cumntoMis [43]. Ha skasp, icayioui me-
TO/IM JIIKYBAHHS He af0Th 3MOTH I[1JIKOM 3HU3UTHU

15



UYntamTte Hac Ha canTi: https://med-expert.com.ua

CLINICAL CASE

pusuk TpaHcdopmMaliii B Mieaodibpos abo rocTpuii
Jietiko3. OcHOBHI 1mi/Ix0u 70 JikyBanusa PV nepes-
6ayaroTh: IJIst SMEHIIEHHS PU3UKY TPOMOO3Y BHACTI-
JIOK 10r0 aHTUTPOMOOIUTAPHOTO eheKTy MOJEHHE
3aCTOCYBaHHS B HU3bKUX /103aX alleTUIICATIIUIIOBO]
KKCJI0TH, (1eGOTOMIsE — OCHOBHUIT METOJ, CIIPSIMO-
BaHWI Ha 3HM:KEHHs KisibKkocTi Ep 1 MK Ha moyarko-
BUX CTalisx XxBopoOu. Came KpOBOITYCKaHHS, 10 3a-
3BUYAN MPOBOJAUTHCS PETYJSAPHO, JOITOMAaTrae
3HU3WTU PU3UK TPOMOOYTBOPEHHSI JIJIST IOCSATHEHHST
iJIbOBOTO 3HaueHHsT [MK HuK4Ye 45% Yy 40JIOBIKiB
i42% y xinok [43]. IlanienTt MalOTh MPOXOIUTH
CHUCTEMATUYHO KOHTPOJIbHI oOcTe)KeHHS (KOXKHI
3—6 MicA1iB) /7T BUSIBJIEHHST CUMIITOMIB, MOXKJTUBUX
VCKJIJTHEHD JIIKYBaHHS, CEPIEBO-CY/IMHHUX TTO/Ii 1A
1 TporpecyBaHHs 3aXBOPIOBaHHA. AJjie B OKPEMUX BU-
nakax dureboTomist Moske Oy mKimBow. e cTo-
CYETBCSI OLIIBINOCTI MAIIEHTIB i3 BTOPUHHUM €PUTPO-
IIUTO30M, 30KpeMa, 0c¢ib i3 XO3JI, HiaHOTUIHOIO
XBOPO0OOIO cepirst ab0 CHaJKOBUM €PUTPOIIMTO30M
[17]. ¥ 3a3nauennx BUMIQIKaX €PUTPOIATO3 € Dizio-
JIOTIYHO MPUUHSITHUM KOMITEHCATOPHUM MEXaHi3-
MOM, CIIPIMOBAHUM Ha MiITPUMaHHS OKCUTeHallii
traHuH. OTKe, (h1eGOTOMI0 CITi/ TIPOBOANTH JIUIIIE
ITiCJIST PETETLHOTO OIiHIOBaHHS PU3UKIB i IepeBar Ta
BUKOPHMCTOBYBATU BUHSATKOBO JIJIST TTOJIETTIIEHHS
CUMIITOMIB i3 Mi/ITBEP/ZKEHOI0 e(heKTUBHICTIO JIiKY-
BaHHA. TMYacoBe MOJIETTIIEHHS TTiCJI KPOBOITYCKaH-
HST YaCTO YCKJIQHIOEThCS BUCHAKeHHSM 3amaciB Fe,
110 CTUMYJTIIOE epuTpornioes. Y Hopmi Ep matots 31aT-
HICTb 3MiHIOBATH (hOPMY, 110 /IA€ 3MOTY 1M JIETKO TIPO-
xoauTu yepe3 ApibHi cyantu. OHaK 3a TIEBHUX I1a-
TOJIOTIYHUX CTaHiB, 30KpeMa 3a nedinuty Fe, Ep
MOKYTb BTPAYaTH 1[I0 THYUYKICTb i CTaBaTH PUTiIHA-
MU, 1110 YCKJIQTHIOE IXHIO TTPOXiIHICTh Yepe3 MiKpo-
CYZIMHU, TIPU3BO/ISTYN JI0 TillepB’I3KOCTI KPOBi [47].
CuMITOMH HEKJIOHATIHBHOTO EPUTPOIUTO3Y BKITIOYA-
I0Th BTOMY, CJIa0KICTB, 1iedairii, 30poBi IOPYLIEHHS,
IyM y ByXaX, OiJTb y TPY/ISIX, Y uepeBi Ta KiCTKax, Ta-
xikapiio, 3auniky. CXoxXi CKapru TaKOK MOXYTb
BUHUKATH Y XBOPUX Yepe3 JieTiaparaliito Bix ¢hae6o-
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BucnoBku

Knacnuna nominuremist B AUTSIOMY Billi € pijiKic-
HUM TIATOJIOTIYHUM CTaHOM. YBa)KHICTb i CKOOPIUHO-
BaHICTh [Iii1 JIiIKapiB Pi3HUX CIeliaJbHOCTEN CITPUSIE
CBOEYACHOMY JIIalrHOCTYBaHHIO XBOPOOU, 3HIIKYE
PUBHUK CEePHO3HUX YCKIIAIHEHb i 3a0e311euye cBoeyac-
He ii mikyBauHs. /[udepentiianisg noginuremiii y -
Tell € BAXKJIMBOIO Yepe3 BapiaTUBHICTh MOKJIUBUX
npuyns. HeoHopiHICT KITIHIYHKX i 1Tab0paTOPHIX
ITPOSBIB Pi3HUX BUJIIB NOJIIUTEMIT aKIIEHTYE Ha BAXK-
JIUBOCTI KOMILJIEKCHOTO JIIarHOCTUYHOTO TiJXO/LY,
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TOB’sI3aHi 3 TIEPBUHHOIO MOJIIIIUTEMIETO, SIKi BiZICYTHI
3a BTOPUHHOI TIosmirmTeMii. Ixus izenTudikamis mo-
IIOMara€ BIOCKOHAJIUTHA METO/M iarHOCTyBaHHS
i miaibpaTy BiMOBIIHE JIIKYBaHHSI.
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