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Pe3rome

Beryn. BUHMKHEHHSI BTOPMHHOTO €PUTPOLMTO3y OOYMOBJIIOE IIHPOKUH CHEKTP fIK CHaZKOBHUX, TaK
i HabyTHUx maTosoriYHUX cTaHiB. CydyacHUH PO3BHUTOK MEJUIMHU CIHPHUSE NOTIMOJEHHIO PO3YMiHHSA
eTiosiorii Ta maToreHe3sy BTOPUHHOIO €pPUTPOLMUTO3Y, 1[0, Y CBOIO Yepry, BiAKPUBAE MOKJIUBOCTI AJI
6i/1b11 eEKTUBHOI AIarHOCTUKH Ta KOPEKLii IIbOT0 CTaHy.

MeTa. IlpoBecTr aHasli3 CydyacHMX HAyKOBUX IMyOJIKalid CTOCOBHO INPUYMH PO3BUTKY PI3HHUX THIIIB
€pPUTPOLMTO3y, 3 OCOGJIMBUM aKIEHTOM Ha BTOPUHHUH epurpouuTto3. CdhopMyBaTH y3arajbHEHY
CTPYKTYpPOBaHy KyIacHU}iKallifo THIIiB epUTPOLMUTO3IB /J1s HOAAIbLIOTO il BUKOPUCTAHHSA Y KJIIiHIYHIN IPaKTHUII].
Marepianu Ta MeTtoau. [louyk Ta nig6ip HaykoBuX my6JliKalil, OrisAiB Ta Jil0YMX KJIiHIYHUX HACTAHOB
MPOBE/IEHO 3a JJ0NI0OMOr0I0 BUKOpUCTaHHA 6a3 faHux PubMed, Google Scholar Ta Scopus.

Pe3syinbraTH. [IpoBesieHMH aHasi3 [03BOJIMB BHU3HAYUTH OCHOBHI THUIIM E€PUTPOLMTO3iB: abCOJIIOTHI
(31 36iBLIEHHSIM Macd LUPKYJIIOIOYHX E€PUTPOLMTIB), BiIHOCHI (3i 3MeHIIEeHHAM 06'€My IUIa3MHU 3a
30epekeHol Macu LUPKYJIIOKYAX EPUTPOLUTIB) Ta igionaTuyHi (3a BiZCYyTHOCTI 4iTKO BCTaHOBJIEHOL
MPUYUHK). AGCOTIIOTHI €pUTPOLMUTO3U MOAUIAITb Ha NMEPBUHHI Ta BTOPWUHHI 3aJIeXKHO BiA piBHA, Ha
SIKOMY BUHMKJIO IIOPYLIEHHS PEryssLii reMonoesy. Sk nepBUHHI, Tak i BTOpUHHI G0opMU AU EPEHIIiI0I0Th
Ha BpPO/KeHi Ta HabyTi. B 0CHOBi Bpo/»>keHNX BTOPUHHUX EPUTPOLUTO3IB JIeXKaTh MyTallii TEBHUX T'eHiB.
Ha6yTi BTOpUHHI epUTPOLUTO3M ACOIiHOBaHI 3 BIJINBOM EPUTPONOETHHY Ta HOTO TilepHpoAyKIiElo,
sdKa B OJHUX BHUIIAJKax 3yMOBJIEHA aKTHUBALi€l HUISXYy paKTopa iHAYKOBAaHOTO TiNOKCi€l, B iHIIUX -
eKTOMIYHOI0 MPOAYKIIEID 3 HOBOYTBOPEHb ab0 MeJAMKAMEHTO3HUM BIUIMBOM. fIK pe3yjnbTaT aHasi3y
Cy4aCHUX HAyKOBUX JaHUX, CGOPMOBAHO y3arajbHeHY Kjacu®iKallilo epUTPOLUTO3IB AJIs1 MOJIErIeHHS
M0/Ia/IBIIOI IIarHOCTUKH Ta BUOOPY ONTHUMaJIbHOI ALliEHT-OPiEHTOBAHOI TAKTUKU KOPEKILii.

BHCHOBKM. EpUTpOIIUTO3 — Lile reTepOreHHUM NMaTOJIOTIYHMM CTaH, Ha MOSBY IKOTO MOXYTb BIJIMBAaTHU
YUCJIeHHI MepBUHHI, BTOPUHHI YU BiJHOCHI ¢aKTopH, a6o, K BUKJIOYEHHs, ilioMaTUYHUH MeXaHi3M.
[IpoBigHe Micue cepej NMPUYUH BTOPUHHUX HaOyTHUX €PUTPOLUTO3IB 3alMalOTh TiNOKCHYHI CTaHHU.
OCHOBOIO /[JI1 TMOAANBUIOTO BHUOGOPY ONTHMATIbHOI TAaKTHKH TEpaleBTUYHOI KOpPEKIil 6yJb-IKOoro
€pUTPOLUTO3y € YiTKE BCTAHOBJIEHHS THUIy Ta reHe3y MNaTOJIOTIYHOrO0 CTaHy y KOXXHOrO MaljieHTa.
@iKCyI0TBCS TAKOXK BUNAJKH «HEKJIACUYHUX» HAOYTHUX BTOPUHHUX EPUTPOIMTO3IB 31 3HMKEHUM piBHEM
€pUTPOIOETHHY, 1110 BKa3y€ Ha AOJAaTKOBI LIJIIXU KOTO PO3BUTKY.

Kawuoei caoea: epuTpouuTO3, NOJIINUTEMIA COPaB:KHSA, EpUTPONOETHH, TiNOKCidA, NaiHHs, amHOe
CHY, CepL,eBO-CyAUHHI 3aXBOPIOBaHHS, NalliEHT-OpPi€EHTOBaHa MeJAUYHA J0IOMOra

BCTYN

Epurpornro3 — 1me craH, 10 XapaKTepHU3yeThbCs
miABUIIEHHAM piBHSA TremornoOiny (Hb), epurponuris
ta/abo remarokputry (Hct) y 3aranpHOoMy aHamisi
nepudepuyHoi  KpoBi IMOPIBHSAHO 3 pedepeHTHUMHU
3HaYEHHSIMH, CKOPUTOBAaHUMH 3a cTarTio [1].

[Ipomec yTBOpEeHHSI €pUTPOLUTIB, a00 epUTPOIIOE3,
e CKIagHui, 6araro(akTOpHUHA i YiTKO BPETryIbOBaHUI
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MpoIeCc, CIPSIMOBAaHWK Ha MATPUMAHHA CTaOUTFHOTO
piBHA Macu IHpKymorounx —eputpommtiB  (red cell
mass, RCM). V HOpManpHHX yMOBax KiCTKOBHH MO30K
npoxykye Omuspko 10! epUTPOIMTIB IOTOOWHH, IO
3abe3neuye cramicte mokasHumkiB Hb ta Hct. Kirouory
pOTb Y peryismii epuTporoesy BiAirpae epUTPOIIOSTHH
(EIIO) — miikompoTeiHOBHN TOPMOH, SIKUH CHHTE3YETHCA
MepeBaXHO B HHUPKAaX Yy BIANOBiAP Ha TIMIOKCIFO Ta
CTHUMYJIOE KICTKOBHA MO30K [0 BHpPOOICHHS HOBUX
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epuTpouuTiB. Binrak, Oynp-sike NOpYIIEHHS B LBOMY
YiTKO 30aJTaHCOBAHOMY MEXaHi3Mi IMPH3BOAWUTH A0 3MiH
y KIITHHHOMY CKJIaJi nepudepudHoi KpoBi.

Epurponuro3 MoXXHa MNOAIIMTH Ha aOCOIIOTHHN
31 30impmieHHsM RCM, Ta BIZHOCHHH, IO BHHHUKAE
BHACTIIOK 3MEHIIeHHS 00’eMy mmiasmMu (00’em RCM
Opyd  [bOMY 3aJIMIIAETBCS B Mexax Hopmu). [Jlo
NPUYMH TOSBH BITHOCHOTO EPUTPOLMTO3Y BITHOCATH
OIiKW, HAJMIPHUH TPUHOM JiypeTHYHHX TIpenaparis,
Oararopa3oBe OOBaHHS 200 Jiapero y BHIIAAKAX, KOJIU HE
TIPOBOJIUTECS aJieKBaTHA iH(Yy3iiiHa Teparis. AGCOTIOTHHN
€PUTPOLIUTO3, B CBOIO YEPry, MOJUISETHCS HA TIEPBHHHHUNA
(0OyMOBJIEHHH MOJNEKYIAPHO-TCHETUYHUMH ~MYTaLlisIMU
y TEMONOETHYHUX KITITHHAX-TIONEPEAHNKAX EPUTPOLIUTIB)
Ta BTOpWHHUA. BropmuHHUii epurporutos (BE) — cran,
npu sikomy 30inbieHHss RCM BHHUKae K BIINOBiAb Ha
30BHIIIHI a00 BHYTPIIIHI CTUMYNH, HEPEBaKHO Uepe3
migBumneHy mponykmiro EINO. V kimiHIYHIA TpaKTHIl
came BE 3ycrpivuaeThcst 3HaYHO YacTillle, HIX TEPBUHHI
¢dopmu. VYHACHIIOK IIHPOKOTO CIIEKTPY ETiONOTIYHUX
YUHHHKIB, SIKI MOXYTh INPOBOKYBaTH BHHUKHEHHS BE,
1 10 CHOTOMHIMHBOTO THS HE C(HOPMOBAHO ONTHMAIHHOTO
yHI()IKOBAaHOTO MiAXOAY A0 TEPaNeBTHYHOI KOpeKIii Ta
MTOJAJTBIIIOTO CIIOCTEPEKECHHS MOMIOHMX MMAIIEHTIB.

3 onIsAAy HAa FETEPOreHHICTD ETIONOTTYHUX (PAKTOPIB,
KIIHIYHUX TPOSBIB I MOXJIMBHX YCKIQIHECHb, BUBYCHHSI
BTOPUHHOTO CPHUTPOILMTO3y B CY4aCHOMY KOHTEKCTI €
HA/I3BUYAHO aKTyaJIbHHIM.

META

[TpoBecTn aHalli3 Cy4acHMX HAyKOBHX ITyOJikamin
IOJI0 MPUYHMH 1 MATOTCHETUYHUX MEXaHI3MiB PO3BUTKY
BE. VY3araapHuTH BiZOoMi €TIOJIOriYHI YMHHHKH Ta, Ha
OCHOBI JlaHMX 3 JIITEpaTypHUX JOKepen, chopMyBaTu

CTPYKTypoBaHy  KiacH(ikamito, sKa MOXe OyTH
BHUKOPHCTaHa Ut TIOJIETLEHHS JIIarHOCTHKH,
cTpatudikanii mamieHTiB 1 BHOOPY  ONTHMAaJIbHOL
TEpareBTUYHOI TAKTUKH B KIIHIYHIN MPAKTHLII.
MATEPIANIX TA METOU
Ilin yac mTPOBEACHHSA JAHOTO  JOCHIKCHHS

Hacamrepeq OyJ0 BH3HAYCHO IIEpeiK HayKoBHX 0a3
JaHUX, 110 BUKOPHCTOBYBAJIUCSA JUIsS IOLIYKY Cy4YacHOi
miteparypu. [lo mux yBifimum PubMed, Google Scholar
ta Scopus. [licis mporo Oymu cdopmynboBaHi KpHTepii
JUTS BiIOOPY peIeBaHTHHUX HAyKOBHX MyOJiKaIliil, ONNISIiB,
pamopTiB  eKCIePUMEHTAIBHUX JOCITIHKEHb BiIIOBITHO
JI0 TIOCTABJIEHOT METH JIOCJIi/PKEHHSI.

JlireparypHuii  MOLIYK IPOBOAMBCA IE€PEBAKHO
3a JaHMMH ocTaHHIX 5-10 pokiB s BigoOpakeHHS
CY4acHOTO CTaHy HAyKOBHUX JOCATHEHb. JloCHimKkeHHS

3a yYacTIO TAIlieHTiB BikoM MeHIme 18 pokiB
Oymu  BuximodueHi. [lomyk  JiTepaTypHHX  pKepel
110

3MiHCHIOBaBCS 0€3 MOBHHX OOMEkeHb. JlocmiKkeHHs
knacudikyBanu 3a €TIOJIOTi€10 BTOPHHHOTO
€pUTPOLIUTO3Y, @ Ti, B IKUX BTOPUHHHUH €PUTPOLUTO3 OYyB
BUKITIOYESHHN — BIIXUIISITUCSL.

B  momamemiomy — Oyam  BimiOpaHi  KIIFOYOBI
ClIOBA Ta TEpPMIHH, 3a SKUMH 3IiHCHIOBABCS MOUIYK
y MeXaxX 3a3HaueHWX HayKoBHX 0a3 maHuX. Binbip
BCIX pEJEeBaHTHUX CTaTed Oylno NPOBENEHO BPYyYHY,
LIULIXOM aHajli3y Ta HasABHOCTI B HAa3Bi, KIIOYOBUX
cioBax abo0 JIOTIYHOMY 3MICTI HACTYIMHHX TEpPMIiHiB:
«BTOPUHHHUI EpUTPOLIUTO3», «allHOE CHY», «BHCOTHA
MOJIIUTEMIS, «EPUTPOIMTO3 + XPOHIYHE OOCTPYKTHBHE
3aXBOPIOBAHHS JIET€Hb», «EPUTPOLUTO3 + Bagl CEpIs»,
«EpUTPOLUTO3 + CeplLeBa HEJOCTATHICTH», «EPUTPOLNUTO3
+ MaJiHH», «EPUTPOLUTO3 + CTEHO3 HUPKOBOI apTepii»,
«EpUTPOLUTO3 + KICTH HHPOK», «EPUTPOLUTO3 +
ripoHe(po3», «IIOCTTPAHCIUIAHTAIIMHUA EpUTPOIIUTO3),
«eputporutos + IgA-redponarisy, «cuaapom [alicOekay,
«EPUTPOIIOETHH-TIPOAYKYIOWl  HYyXJIHMHH»,  «CHHIPOM
TEMPI», «epuTpounTo3, CHpUYMHEHUA MEIUKAMEHTAMM).

Y mpomeci  JOCHIPKEHHS  BUKOPHUCTOBYBAIHCS
METOJ] CHCTEMHOTO aHaji3zy, OibmioceMaHTHYHUN Ta
TIOPiBHSUTBHUN METOIH.

PE3YJIbTATH

3rifiHO 3 A1arHOCTMYHUMH KpuTepisiMu BcecBiTHBOT
oprasizauii oxoponu 3mopos’ss (BOO3) 2001 Ta
2008 pokiB, epUTPOLMTO3 TPAAMIIMHHO BH3HAYaBCSA 32
piBHSIMH reMoriobiHy moHan 185 1/1 y 4YonoBikiB Ta
nmoHax 165 r/m y XiHOK, SIKi Manu OyTH MiATBEpIKEHI
IIOHAalMEHIIIe BOMa aHajli3aMu MepUPepHyHOi KpPOBi.
Ili mnoKa3HMKM 3aCTOCOBYBAIMCS JJIsi BCTAHOBIICHHS
niarHo3y crpamkHboi nominuteMmii  (CII), omHak sk
cyporatHi Mapkepu aOCOJIOTHOTO EPHUTPOLMTO3y BOHHU
BHUABUJIMCA MalouymIMBUMHU. Y 3B’s3Ky 3 mum y 2016
poui BOO3 onoswuno piarnocruuHi kpurepii CII, 30kpema
3HHU3HJIO TIOPOTOBI 3HA4YEHHS reMorio0iny a0 165 r/m mns
4oJIOBIKIB 1 160 I/ 1711 5KiHOK, a TAaKOX BBEJIO JOJATKOBI
opieHTHpH — piBHI reMaTtokputy 49% Ta 48% BIAMOBIIHO.
BHacmiok 1bOro KUTBKICTh TMAIEHTIB, SKi 3BEPTAIOTHCS
JI0 TeMaToJIora 3 IIPUBOJLY EPUTPOLIUTO3Y, IIOMITHO 3pociia,
1 3’scyBanocsi, MO0 3HAYHAa YacTHHA TAaKWX BHIAJIKIB €
nposiamu came BE [1, 2, 3]. Jlo Toro x Oyno BiAMideHO,
mo BUIII NOKa3HMKM Hct acomirororeest 3 OUIBIIOIO
HMOBIPHICTIO HAasBHOCTI CIIPaBXHBOTO EPUTPOLUTO3Y,
30KpeMa, cTiiikuit piBeHs Het > 0,60 y gonoBikiB i > 0,56
y XKIHOK BKa3ye Ha abcoyoTHui eputpounTos [1, 4].

Xoua BE € 3mayno mommpenimmMm 3a CII, fioro
TOYHA  €MiJEMIOJNOris  3aJHIIAETHCA  HEBH3HAUCHOIO
yepe3 pI3HOMAHITTA SK CHAAKOBHX, TaK 1 HaOyTHX
OpUYMH. Y BEIWKOMY MOMYJSAIIHHOMY JOCIHiKEHHI
(n =147 167) gacToTa epUTPOLUTO3Y BapitoBaa 3aJeKHO
BiJ miarHOocTMYHHUX KputepiiB: 0,3% 3a Bepcieto BOO3
2008 poxy Ta mo 3,4% — 3a xputepisimu 2016 poky.
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[loniOHa TeHneHLis cHocTepirajiach 1 B KaHaJCHKOMY
JOCTiDKeHHI: cepen donoBikiB — 4,1% Tta 0,35%, cepen
xiHok — 0,35% 1 0,13% BiamoBigHo no kputepiis BOO3
2016 ta 2008 pokiB [2, 5, 6]. Y iHIIOMY AOCIiIKEHHI,
MIPOBEICHOMY CepeJ] MUIOTIB JIITakiB, $IKi BHACHIJOK
yMOB TpOQeciiiHOi JisUTBHOCTI IMOCTIHHO 3a3HaBaid
BIUIUBY TiNOKCIil, MOIIMPEHICTh €PUTPOLIUTO3Y CTaHOBWIIA
7,5%. Oxpemo Oyl0 HArojoOIICHO Ha HETraTUBHOMY
BIUIMBI €KCIUTyaTalii HerepMETHYHUX IOBITPSIHUX CYICH
1 HaMIipHOT MacH Tina sk GpakTopiB pusukKy [7].

Sk i y Bumagky mepBHHHUX (opM, BTOPUHHI
EPUTPOIUTO3M  KIacu(IKylOTh Ha  BpPOMKECHI  Ta
HaOyTi. [lpore KIOYOBOKO BigMiHHICTIO € Te, mo BE
3anexarh Bif piBHA EINO i, Ha BiIMiHY BiJ NEpBUHHUX,
3a3BUYail CYNMPOBOKYIOTBCS HOro HOpMAalbHUMH abo
M IBUIIEHIMHA KOHIICHTPAIisIMA B CHPOBATIi KpoBi [1, §].

Cepen  BpomKeHHMX TNpuuuH  po3BUTKy BE
BHUJIIISIIOTh JIBI OCHOBHI TpymHu: i3 3HWKeHUM p50, 1o
CBIAUUTH PO MiaBHUIIEHY cropimueHicte Hb o kxucHro,
Ta 3 HOpMambHUM p50, &€ maroreHe3 3yMOBJICHHMA
MTOPYLICHHSAM KHCHEBO-3aJIE)KHOTO CHTHAJIBHOTO IIUISIXY.
Jlo mepmroi HanekaTh TeMOTIOOiHOMmAaTii 3 MiJBUIIICHOIO
CIIOPITHEHICTIO 0 KHCHIO (ciMeiHi eputporuTosn VI
ta VII tumiB), mytanis rera BPGM (Bukivkae aedinur
2,3-aucdocdorminepary B €pUTPOIUTAX, CIMEHHMIA
eputrpoumro3 VIII Tumy), BpopKeHI MeTreMorioOiHemii
Ta wMyTanis rena PIEZOI. ]Jlpyra rpyma BKIIOYae
mytanii B reHax ¢ou [innens-Jlinmay (Von Hippel—
Lindau, VHL) (YyBamChbKWii €pUTPOINUTO3, CIMEUHUH
epurpouurto3 Il tumy), EGLNI (ciMeiiHUN €pHUTPOIMTO3
Il Tumy), EPASI (cimeidinuii eputpormro3 IV tumy),
EPO (cimeitnmii  eputpouuto3 V tumy), EGLN2,
SLC30A10 3 rinepMaHraHeMi€ro Ta CIaJAKOBE ITiBUIICHHS
agenosuHTpudocdary [1, 8-13]. HasBHicTh KiIBKOX
MyTaIliii B oqHOMY a00 JEKITBKOX Te€HaX MPHU3BOIUTH JO
KYMYJISITHBHOTO €(eKTy Ta MOXE 3YMOBIIOBATH OiJIbII
BHUPaXEHi MMPOSBH ePUTPOIIUTO3Y [12].

Cepen nHaOyrtux npuunH BE HalinommpeHimmmun
€ CTaHW, IO acOI[iOBaHi 3 TIMOKCIE Ta CTHUMYJIAIIE0
nponykuii EITO. Tlpu 3HM)KEHHI KOHLEHTpaulii KHUCHIO
B KpOBi Yy CHeELiali30BaHUX KIITHHAX HHUPOK BHHHUKA€E
aKTHBalig UUIIXy (akTopa I1HIYKOBAHOTO TiIOKCIEI0
(Hypoxia Inducible Factor (HIF)). Leit TpanckpumnuiiHuii
(aKkTop CKIAJAETBCS 3 KOHCTHTYTHBHO EKCIIPECOBAHOI
B-cyoomuuuUIi Ta peryiboBaHoi 0-CyOOaMHUII
(HIF-10, HIF-2a, HIF-30), 3 sxux came HIF-2a
€ OCHOBHHM pErylIsiTOpOM epuTporoesy. Y  cTaHi
HOpPMOKceMil OLIOK JOoMeHa MpoNuIrigpoKcunasn 2
(Prolyl Hydroxylase Domain protein 2 (PHD2)) caiit-
crnemudiyHO  TigpoKcumiizye nabinbHy — CyOOAMHMIIO
anbga rereponumepHoro ¢axropa Tpanckpumiii HIF-2a,
3 TOJAIBIIONI0 JIErpajalicro OIJIKOM-CYNPecopoM IMyXJIHH
VHL. VHL € KOMIOHEHTOM CyOCTParHOTO KOMILIEKCY
yOikBiTHH-TIira3u E3, skuii Takok BKIIIOYAE €JIOHTIH B,
enonrin C, kymrn-2 1 rbxl. B ymoBax rimokcii 3a
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paxynok migsumieHHs HIF-la  axtuBHicte PHD2
3HMXKY€EThCS, 1 BuHUKae cradimizauis HIF-2a. [Ticns nporo
HIF-2a 3B’s3yethcst 3 HIF-Oera, 1110 omocepeaKoBye
TpaHCKpUMuUiiiHy aktuBauio reHa EITO npu 3B’s3yBanHI
Horo 3 enemeHToM BianoBinl Ha rinokcito (Hypoxia-
Response Element (HRE)) [14, 15].

Le#t wmexaHi3M € KiodoBuM y po3BuTKy BE
XPOHIYHMX 3aXBOPIOBaHHAX JIETEHb, 30KpeMa
IpH  XPOHIYHOMY  OOCTPYKTHBHOMY  3aXBOPIOBaHHI
nmeredb  (XO3JI) [2]. OcraHHe CyNpPOBOMKYETHCS
CTIMKIMH  pECHipaTOPHUMH CHMOTOMAaMHd  (33/MIIKa,
KaIlles, rinmepcexperis TYCTOTO MOKpPOTHHHS),
peMozeioBaHHAM ~ OpoHXiB Ta  eMQi3zeMaTo3HUMHU
3MiHAMH, 100 CHPHUSAIOTh  XPOHIYHIK Ta  9acTo
MPOTpecyrodil  OOCTPYKIii MOBITPSHOrO MOTOKY [16].
3a mammvmu BOO3, XO3JI mocimae deTBepTe Micle
cepex mpwyuH cMeprHOcTi y cBiti [17, 18]. Yactora
BE cepen xBopux Ha XO3JI Bapitoe Bim 2% mo 10%,
nocsratount 100% y mamieHTiB i3 TSDKKUMH  (OopMaMu
3axBoproBanHsa [17, 19]. LikaBo, mo me 6im3pko 30-TH
pokiB Tomy BE mpu XO3JI OyB 3HauHO NOMIMPEHIIINM
1 HaBiTh IIepeBakaB HaJll aHEMI€r0. Y TIEBHUX AacIeKTax
BE Moxe BimirpaBard KOMIIEHCATOPHY pOJIb: 30KpeMa,
BiH aCOIIOETHCSA 3 BHIIMM PIiBHEM OKCHTCHAIlli TKaHWUH
i KpamuMmu (QYHKOIOHATHPHHMH ITOKa3HUKAMHU JICTCHb
MOpPIBHSHO 3 aHEMIYHMMH TaIlieHTaMu. BogHouac
BE y Takux mami€HTiB NPHU3BOAUTH 1O BHUPAKEHIIIO!
E€H0TETIAIBHOT TUCYHKITT, rinepKoaryssmii,
TITOKCHYHOI Ba30KOHCTPHKIII Ta 3HAYHO ITOCHIIIOE PHU3HK
TPOMOOTHYHHX YCKIaTHeHb [17, 20].

pu

[Ile onHi€0 BAXIWBOI NPUYMHOI BUHUKHEHHS
BE € 3axBoproBaHHSI CEpIEBO-CYIIMHHOI CHUCTEMH, IO
CYNPOBOKYIOTBCS  XPOHIYHOIO  TIiMOKCi€r0. 30Kpema,
e xapakrtepHo s cepreBoi HemoctatHocTi (CH) Tta
HasBHOCTI NIYHTIiB CIIpaBa HaJiBO, IO NPU3BOAMTH
no aktmBamii mursixy HIF [2]. Posnoscromkenicte BE
BusaBsieTesl y 10-20% mamientis i3 CH [21], a iioro
HAasBHICTh KOPENIOE 3 BHUIIMM PH3UKOM TPOMOOTHYHHUX
ycKiaamHeHb 1 cMmepTHOcTi. OcoOnuBY KIIiHIYHY YyBary
npuBeprae ¢eHomeHn BE-rinepBosnemii, mpu  sKOMY
nmapaysienbHo 3 miaBumeHHSsM RCM  3poctae  00’eMm
LHUPKYJIIOI0YOi TuIa3Mu. Takuil cTaH MOXe 3alMIIUTUCA
HEeJ1arHOCTOBaHMUM Yepe3 HOpMalibHi a00 HaBiTh 3aHWKEHI
piBHi Hct. IIpu3HayeHHs OiypeTHKIB y TakOMy BHUTAAKY
MPU3BOAXUTE JIMIIE 10 TEMOKOHILEHTpAIlil, 3POCTAaHHIO
B’S3KOCTI KpOBi Ta pu3uKy Tpom6o03iB. BE-rimepBonemis
MoTipIrye mepedir Ta MNPUIIBUALNIYE MPOTPECYBAHHS
OCHOBHOTO 3axBopioBaHHs [21, 22].

[nmmM npuknanom rinokcnunoro BE e BpomkeHi
BaJy Cepls 3 IIYHTYBaHHSIM CIpaBa HaNiBO (Tak 3BaHi
«CHHI» BaJy), 32 SIKUX BEHO3HA 30iHCHA KHCHEM KPOB
YaCTKOBO OMHHA€E JIETCHI Ta TMOTpAIUIIE€ B CUCTEMHE
KOJIO KpoB00Oiry. Ile mpu3BOAMTE O XPOHIYHOI TiMOKCIT
Ta KOMIICHCATOPHOI CTUMYIAIIT EpUTPOIOe3y dYepes
HIF-mexanizm. Ilonpu Te, MmO CBO€YacHe Xipypriuxe
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BTPYYaHHs 3Ha4HO 3MEHIIWIO momwupeHicth BE,
3yMOBJICHOTO BPO/DKEHHMH BaJlaMU CepLsi, TaKi BHIAJKU
BCE LIE TPAIUIIOTHCS y pas3i Mi3HbOI J1arHOCTUKU abo
pO3BUTKY cuHApoMy Eii3eHMeHrepa — MaToJOri4HOTO
CTaHy, MPH SIKOMY JIBO-TIPAaBUIl HIYHT TPaHC(HOPMYETHCS
y npaBo-iiBu# [23]. ¥V KimiHIYHIN NpakTULl JONOMIKHHM
MapKepoM Ha KOPUCTh rimokcuynoro BE — moxke
CIlyTyBaTd 3HW)KEHHS carypauil KucHIO Huk4de 92%
NpU  JuXaHHI arMocepHUM MOBITpsM, 3adikcoBaHe
MyTbCOKCUMETPUYHO [24].

Po3sutok BE wuepes rinokcmuny axtusariro HIF-
LIUISIXY BUHHUKAE TPH II€ OXHOMY OCOOJIHMBO MOLIIMPEHOMY
craHi, a came oOctpykTuBHOMY amHoe cHy (OAC), sxe
€ HaHJaCTIINM TMOpPYIICHHAM IMXaHHS yBi cHi. Moro
MIPOSIBAMH € IIOBTOPHI €Ii30[M IIOBHOTO YH YaCTKOBOTO
KOJIAIICy BEPXHIX MAWXaNbHUX IUISIXiB 13 CYHMYyTHIM
3HI)KEHHSIM HACHYEHOCTI KHCHEM, INpOOY/DKEHHAM Iix
yac CHy, TYYHHM XpPONIHHAM 1, SK HACIiNOK, JICHHOIO
commmBicTio. OAC 3Ha4YHO MiJBUIIYE PHU3UK CEPIIEBO-
CYOVHHHX 3aXBOPIOBaHb, I[yKpOBOTO Iiadery 2 THITY,
NICUXIYHUX PO3JaiB, a TAaKOX 3HMXKYE SKICTh JKUTTS Ta
Oe3mexy BomiHHSA [25]. 3a ominkamu, Ha OAC cTpaxnae
0 MiTBsIpJa JIFOAEH y CBIiTi, a B JNEAKHX KpaiHax ioro
nommpeHicte nepesuirye 50% [26]. PosnoBcromxkeHicTh
BE cepen Takumx TmamieHTiB KonMBaeThcs Bim 2%
no 6,2%, 3aleXHO Bil TSHKKOCTI CTaHy Ta METOAY
JIarHOCTHKH, OHAK 11 TOYHWH PiBEHb JOCI 3aJHIIA€THCS
HeBigomMuM [27].

Bucorna nominuremist (High-altitude polycythemia
(HAPC)) posBuBaeTbcs y MEMIKAHIIIB BUCOKOTIpP S
BHACIIZIOK TpuBaioi akrtuBaiii nuisaxy HIF ta ctumysmsimii
reMoIoe3y, KOJIM OpraHi3aM He Moxe 3a0e3nednTH
amekBaTHy (i310JOTIYHY aJanTario A0 CTIHKOI TiMOKCil.
Ileli craH € CKJIQJOBOIO XPOHIYHOI TipPChKOI XBOpOOH
(xBopoOu MoHre), ska TakoX BKIIOYAE JIETEHEBY
rineprensito Ta CH [28]. Kpurepissmu HAPC € crifikmii
piserp Hb monan 210 r/a y gonosikiB i moran 190 r/x
y xiHOK [29]. Taki MOKa3HUKH CHPUSIOTH ITiABHINECHHIO
B’S3KOCTI  KpOBi, 3pOCTaHHIO pHU3HKY TpoMOO3iB
Ta YacTiIOMy PO3BUTKY apTepialibHOI  TinmepTeH3ii
MOPiBHAHO 3 MemKkaHIsMU piBHUH [28, 30]. Tloexnanus
HAPC Ta aprepianbHOi TinepTeH3ii acomilOeTbes 3i
30UTBIIICHHSIM JIiaMeTpa JIIBOTO Mepencepas Ta YacTilINMH
MOPYILIEHHIMHU TLJIEYOBOL MOTiK-OITOCEPEIKOBAHOT
JuIatanii — MapkKepa paHHBOTO ypaKeHHS CyIOWH Ta
npenukropa Gidpwmsii nepencepas [31, 32].

[Maninas € BaxiuBuUM (akTopoM po3BuTKy BE.
BauxanHs 4agHOTO ra3y Npu3BOIUTH JI0 3B’SI3yBaHHs HOT0O
3 reMOM Ta yTBOpeHHs KapOokcuremoriobiny (CO-HD).
Cnopignenicts gagHoro rasy no Hb y 200 pasis Bumia,
HDK y KHCHIO, III0 3MEHIIY€E JOCTaBKYy KHCHIO J0 TKaHHH
i crnpuumHsie XpoHiuHy rinokciro. lle, y cBoro wyepry,
aktuBye nurix HIF Tta ctumymioe epurpomoes [33, 34].
TIOTIOHOBMH MM TakOoX  YHHHUTh  IPO3anaibHUil
1 IMyHOCYNpECHBHHH BIUIMB Ha JHUXaJbHI IIUIAXH.
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Oco0nuBy yBary 3aciyroBy€ KypiHHS KaJIbsiHY, SIKE 4acTO
HENOOMIHIOEThCsA. [lompr Mid) TpO «OYHINCHHS UMY
BOJIOIO», Y KYpLIB KajbsHy piBeHb Hb 3Ha4HO BHUIIWIA,
HDK Yy KypILiB CHraper, a TPHBaIiCTh EKCIIO3MLIl UMy —
nosmia [34]. 3pocTaHHS MOMYJISIPHOCTI KaJIbsSHY, 0COOINBO
cepeal MOJONi, CTAaHOBUTH TMOTEHINiHY 3arpo3y [36].
IMacuBHI KypHi TakoX 3a3HAIOTh HETATUBHOTO BIUIHBY
MMy Ta MaroTh migBuiieHui piseb CO-Hb, Tox MatoTh
pusuk po3Butky BE [34, 35]. V po3BuHeHux kpaiHax A0
80% Bumankis XO3JI moB’s3aHi 3 MaTiHHAM, a KOXCH
JIONATKOBUI PiK KYPiHHS MiIBHUILY€E PU3HUK HOTO PO3BHUTKY
Ha 6,5% [17, 33].

Hyxe piakicaoro npuanHoro BE € cuaapom TEMPI.
Cranom Ha BepeceHb 2024 poky Oya0 3apeecTpoOBaHO
44 Bunanku. TUNOBMMM KIIHIYHMMH TIPOSIBAMH, OKpPIM
epUTPOINTO3Y, €  TEeJEaHTieKTa3il, MOHOKIIOHAJIHHA
raMManaris, HaKONWYCHHS pIiIWHU mapaHedpaibHO Ta
BHYTpIIIHbOJIEICHEBE LIYHTYBaHHA. Hepigko Takum
nmanieHraM IIOMHJIKOBO BCTaHOBIIOIOTH giarHo3 CII.
[Ipore MexaHi3M pO3BUTKY EpPHUTPOLUTO3y Y LHOMY
BHIIAJKy TIOB’S3aHUM 13 MiIBUIICHOIO KOHIICHTPAIIEIO
¢axropa iHribyBanus wirpauii makpogariz (MIF), mo
ctumyiioe ekcnpecito HIFlo Ta #oro TpaHCKpUNIiHHY
aktuBHicTh. PiBui  EIIO npu cunapomi TEMPI
MOXYTh IEPEBHILYBaTH BEPXHIO MEXKY HOPMHU y IIOHAX
500 pasis [37, 38].

HactynHoro  rpymoro  TATONOTIYHMX  CTaHIiB,
10 CYNpPOBOMKYIOTbCS BHHUKHEHHsIM BE, € craHu
3 PO3BUTKOM INEepH(EpUIHOI TIMOKCil, a caMe JIOKaIbHOI
HUPKOBOI Tinmokcii. BoHa Moxe BHHHKAaTH 3a pI3HHX
CTPYKTYpHHUX a00 (yHKLIOHAIBbHUX YypakKeHb MapeHXIMU
HUPOK. Y TaKkuWX BUMAJIKaX, IMONPH HOPMAJIBHHUHA piBEHB
CHCTEMHOI  OKCUTeHalil KpOBi, ypayKeHi MAUISHKA
HUPKOBOi TKAaHWHM CIPUHAMAIOTh CTaH SIK TIMOKCHYHUH,
mo aktuBye HIF-3anexny rinepnpoaykuito EITO. Llew
MeXaHi3M JIeXHuTh B ocHOBI BE, moB’s13aH0r0 31 CTEHO30M
HUPKOBO1 apTepii, MOMKICTO30M HHUPOK, TiApOoHEPPO30M,
MOCTTPAHCIUIAHTAI[IHHUM ~ €PUTPOLIUTO30M, a  TaKOX
IgA-nedpomariero [1, 2, 39]. CreHo3 HUpPKOBOI apTepil
BUKJIMKAE 3HWKEHHS KPOBOTOKY, IIEMII0 3 aKTHBAII€I0
HIF-mmsxy [39].

UYuncneHHi KiCTH, SKi BUHHMKAIOTHb IIPU MOMIKICTO31
HUPOK, MOXyTh mnpoxykyBatu EIIO. Kpim Toro, mpm
pPO3pOCTaHHI BOHHW 3/1aBIIOIOTH 3/I0POBY  IApEHXIMY,
BHKITUKAIOUH JIOKAJBHY ireMito Ta akTuByroun HIF-momsx.
Came TOMy HpH XpOHIYHIM HHUPKOBIH HEIOCTATHOCTI,
3YMOBJICHIH MOJTIKICTO30M, nmiaizHi Mai€HTH
MOXYTh MaTH HOpPMaJbHHH ab0 HaBITH IIiIBUIIEHUI
pisers Hb. BE Takox crnocrepiraerscst mpu HaOyTHX
KICTO3HHX 3aXBOPIOBAHHSAX HHUPOK, XO04a HE BCi KiCTH €
EINIO-mponyxkytounmu [1, 2, 39].

I'iaponedpos, ocobnmBo TpuBanuii a0 MacHBHHUH,
TaKOX CYNPOBODKYETHCS KOMIIPECIEI0 TApEeHXIMH H
3MeHIIeHHIM Tiepdysii TkaHuH. [lomiOHI 3MiHH MOXYTh
BUHUKHYTH BHACHIJOK OOCTPYKIIi CEYOBHBITHUX HUIAXiB
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KOHKPEMCHTaMH, aTOHIYHOTO CEYOBOrO Mixypa abo
CTCHO3Y MICKOBO-CEYOBITHOTO cerMeHTy [39, 49].

[Mocrrpancmmanraniinuii  epurporuro3  (IITE)
BHU3HAYAEThCA AK MinBuineHHs piHa Hb momax 170 1/n
abo Hct monax 51%, 1o BUHUKIM TCHS TpaHCIUTAHTALT
HUpPKH, He3alekHo Bix 11 maBHmHU. [lommpenicte IITE
KOJMBaeThCA Bill 8% 110 22%. Voro po3BHTOK TOB’SI3yIOTH
i3 TOE€AHAHHSAM KIJIBKOX ITaTOTEHETHYHUX (AKTOPIB,
B ToMy umchi cekpeuiero EIIO sk TpaHCIUIaHTaTOM,
TaK 1 BJACHUMU HUPKaMH{, BIUIMBOM iHCYNIHONOAIOHOTO
¢dakTopa pocty | Ta eHmoreHHHUX aHAporeHiB. Oxpemo
y TaKkuX MAali€HTIB MiIKPECIIOEThCS aKTHBAllil PEHiH-
AHTIO0TEH3WH-AIBIOCTEPOHOBOI CHCTEMH, LIO CTHUMYJIIOE
EIMO-3anexxny npodmideparito epurpouutiB. BimmiueHo,
0 BOHA TICHO IIOB’S3aHa 3 MiJABHUIIEHHM PHU3UKOM
puHukHeHHS TEJIA, ocobmmBo B mepmii 2 pOKHM Imicis
TpaHciianTanii. Jlo ¢dakTopiB pH3MKYy BWHHMKHEHHS
[ITE BigHOCATH YONIOBIUY CTaTh, HOPMAJNBHHUN piBEHBb
Hb Ta/abo Hct mo TpancmianTarii (Mapkep IOCTaTHHOTO
BupoOiennss EINO Hupkamm), cTeHO3 HHPKOBOI aprepii,
TpHWBaja Jiajli3Ha Tepamis Ta BHUCOKO(YHKIIOHYIOUMI
TpaHcIUIaHTar 6e3 BigTopruenss [2, 39, 41].

[HIIMM TE€HE30M BE MOXeE BUCTYIIaTH
HaMpO3MOBCIO/DKEHINIE  IIOMEPYIIPHE  3aXBOPIOBAaHHS,
a came IgA-nedpomaris. B ocHOBI HOro BUHHMKHEHHs
3HAXOANTBCS (EHOMEH «UYOTHPHOX yaapiB» («4-hity).
Jlo HBOTO BXOAATH TINEPHPOLYKINS TIIIKO3WIFOBAHOTO,
nedinmTHOoro  3a  ramakro3oro  IgAl  (Gd-IgAl)
TUTa3MOIUTAMH  CJIM30BOI  OOOJOHKM  KWINKIBHUKA;
posmizHaBaHHs Horo ayrtoantutiiamu IgG abo IgM sk
aHTUTEH, 3 YTBOPEHHSIM IMyHHUX KomIulekciB IgG-plgAl
g [gM-plgAl; mupKymALis X iIMyHHUX KOMIUIEKCIB Ta
BIJIKJIQICHHA 1X y KJIyOOYKaX HUPOK, IO B IOJAJIBILIOMY
BHUKIIMKAE€ 3alajeHHs ¥ Me3aHTrialnbHy Tpojidepario
3  JIOKQJIbHHUM MOPYIIECHHSM  MIKpOLUMPKYISIil — Ta
PO3BUTKOM JIOKAambHOI Timokcii. BucokxonmomiMepHuit
Gd-IgAl Takok MIABHUILYE YYTJIMBICTH EPUTPOITHUX
kimituH-rioniepeaukie g0 EINO, mnpu B3aemomii  ix
3 TpaHchepunosum perentopom 1 (TfR1). B xommmekci
mi 3MiHM 1 OpU3BOMATH 10 BUHHMKHEeHHs BE. 3rigHo
3 maammu pociimkenHs NephroTest BE cmocrtepiracs
y 3,5% mnamientie 3 IgA-Hedpomariero. JlogarkoBo
Oylo  BiJ3HAYEHO  IUBUJIKY  HOpMali3alilo  piBHA
Hb micns TpaHCIUtaHTamii HUPKM y LWX TAI€HTIB,
B TIOPIBHSIHHI 3 TAI[iEHTaMH 13 1HIIMMH 3aXBOPIOBAHHIMHU
HUpOK [39, 42].

OpHak, TIONpH  TUIOBHH  MeXaHi3M  depes
rinepnponykuito EIIO, icHyrors omumcani Bumaaku BE
3 JIOKAJIEHOIO HUPKOBOIO 1IIEMI€I0 NPU 3HMKEHOMY pIiBHI
EITO. MonibHi cuTyamii cBig4aTh MPO HASBHICTH iHIIHX
MEXaHI3MIB BHHHKHCHHS CPUTPOIMTO3Y y JaHOI TpymH
MAIIEHTIB Ta TOTPEOYIOTh MOMANBIIOTO JJOCHTIHKEHHS
narodiziooriyHux MexaHizmis [40].

Baxmusoro rpymoro € BE, 3ymMoBieHi migBUIeHOO
cekpertiecto EIIO, ame He acormiiioBaHi 3 TilOKCI€TO.

KniniyHa Ta npodinakruyna meaununa, Ne 7 (45) / 2025

OCHOBHMM  TEHE30M TOAIOHOIO  EPUTPOIMTO3Y €
aBroHOMHa mnpoxaykiis EIIO myXIWHHUME KIITHHAMH,
0 CTHUMYJIIOE TMpotideparito epUTPOITHOIO psAay Ta
cnpuunHse minsumieHHs piBaiB Hb i Hct. Takwmit mumsx
PO3BHUTKY  EpUTPOLMTO3y HaWdJacTimie peani3yeTbes
SK CKJaJoBa IapaHEOIUIaCTUYHOTO CHHAPOMY IIpH
3JI0SIKICHUX HOBOYTBOPEHHSX, TAKUX SIK HUPKOBO-KJIITHHHA
Ta TEMaTOIENONAPHAa KapuuHOMH. BomgHouac momiOHuUit
MEXaHi3M ONUCAHUH TAaKOK TMPH TI'eMaHriobIacToMi
MO30YKa Ta HHPKH, MEHIHTiOMI, (EOXPOMOIMTOMI,
rapatupeoinHiii  ajgeHomi a0o0 KapUMHOMI, a TaKOX
mpu Jneiomiomi wmarku [1, 2]. PeummmBm myxmmH,
30KpeMa 3 METacTaTUYHHM YPaKEHHSIM, TaKOX MOXYTh
npoBoKyBatu po3BUTOK BE [43].

Yacrora Taxoro BE Bapitoe 3anexxHo Bix THITY
ITyXJIMHA 1 TOCTEMEHHO He BU3HA4YEHA depe3 iX piAKiCHICTS.
HoctynHi nani cBigyarh npo HactynHe: yactotra BE mpu
TenaToUeIIONSIpHIN KaprHoMi — 3,9% [44], mpu HUPKOBO-
KJITHHHIA KapuuHoMi — 10 5% [45], npu cnopaauuHii
reMaHriodiactomi Mo3odka — y 78% BHIAAKIB BUSBISIOTH
iHakTuBanito VHL [46], a y pa3i jefioMioMH MaTKH —
craHoM Ha ymneHb 2025 poky 3adikcoBano 70 BumajakiB
BE y cgiri [47].

Y nmamieHTiB 31 CBITJIOKIITHHHOI  HHPKOBO-
KJIITHHHOIO ~ KapIIMHOMOIO Ta  T'eMaHrio01acToMoro
Mo30uka HajmmkoBa cekpeuis  EINO  3a3Buuait

3yMOBJICHA iHaKTHBaLi€elo reHa VHL, ska 'y 80% Bumaakis
€ HachigkoMm MyTtarii, a B 10% — emirecHeTUYHUX 3MiH.
[licns Brpatm angexBatHOTO (QYHKIiIOHYBaHHA VHL
BuHHKae HakomuueHHs HIFo 3 HacTymHOMO aKTHBAIli€ro
HIF-nursaxy [48]. Jleski iHIOI MyXJIWHA TakoXK OB’ s3aHi
3 MEBHUMH T€HETHMYHHMH 3MiHamu: MmyTamis EPASI npu
renaroueoNspHii  kapuuHoMi, Mmyrtauii EGLNI/2 ta
ACOI npu deoxpomoruromi. IIpore 3adikcoBaHi TakoK
BUNIAJIKK TyXJHHHO-acouiioBanoro BE 06e3 BusBIeHUX
MyTaliidl y BiJOMHUX T€HAaX, IO CBIMYUTH MPO HASBHICTH
me HeiAeHTH(])IKOBaHUX TMATOTEHETHYHUX IIIAXiB [46].
HonarkoBo  moTpeOye  MOAANBIIOTO  BCTAHOBIICHHS
MOTEHIIIHHOTO ~ 3B’S3Ky  MDK  Timepmapatupeos3om,
CIPUYMHEHUM a/ICHOMOIO abo KapLUHOMOIO
MIPUIUTONONIOHOT  3am03u, Ta po3BuTkoM BE, 1o
3aJTUINAETHCS MaIOOCIIKEHUM HanpsiMoM [49].

[Ipmitom gmedkux BHIIB JIKapChKUX  3aco0iB
Takok TmoB’si3anuid 3 BuHUKHeHHsSM BE. Cepen
MOMIOHMX  MEIWKAMEHTIB  BU3HAYCHO  CK30TCHHHH

€pUTPOIIOETHH, aHAPOTreHH, 1HriIOITOPH HaTpPii3aIenKHOTO
KoTpaHcrioprepa Timoko3n 2-ro  tuny  (1IH3KTI-2),
inribitopn  tuposmnkiHazu  (ITK) Ta  imriGiTopm
nponinrigpokcunasu (PHD2). MexaHi3sMH BUHHMKHEHHS
BE mpum 3acrocyBaHHI 3a3HaYeHHUX IIPETapaTiB €
PI3HOMaHITHUMH Ta MOTPEOYIOTh MOJAIBILIOT0 PETEILHOTO
BuB4YeHHS [1, 2].

OKpeMHM BHIOM  BITHOCHOTO  €pPHTPOLMTO3Y,
SKUA 3aciyroBye Ha yBary, € cuHapoMm [aiicOeka
(ctpecoBa mominuremisi). Moro kiiHIYHa KapTHHA €
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HecnenM(iuHO Ta MOMIMOP(HOI0, M0 YCKIAIHIOE
MOCTAHOBKY JiarHo3y. J[0 THIIOBHX O3HAK CHHAPOMY

BIZIHOCATb, OKpIM EpPUTPOLIUTO3Y, YOJOBIUy CTaTb,
apTepiajbHy  TiNepTeH3il0, HOpPMalbHY  KUIBKICTB
JMEHKOIMTIB 1 BiACYTHICTH cruteHoMeranil. IlamienTn

3a3BMYall MalTh HaJIMIpHY Bary, KpeMe3Hy CTarypy,
HATIpYXXCHUH 1 TPUBOXHHUKA Xapakrep. Hepimko BoHHU
€ TaJisIMA Ta CKapXarbCsi Ha 4YacTi TOJNIOBHI Oomi W
rinepemiro oOMMYYs. Y XOAi MOAANBIIUX JOCHIIKECHBb
OyJI0 BCTAHOBIIEHO, 1110, OKPIM paHillie BiJoMHUX (aKTOPiB,
PO3BUTKY 3aXBOPIOBAaHHS MOXYTh CIIPUATH TaKi YUHHUKH,
SIK XPOHIYHHUI aJKOTrOJi3M, MOPYIICHHS BYIJIEBOIHOIO
oOminy (mepemmiaber abo miaber), BHCOKI piBHI
XOJIECTEpUHY Ta TpUDIiepuaiB. ICHye NpHUIyHIICHHS,
10 HasBHA KOPENALis MDK MiJABUIICHHSAM IiaCTOJIYHOTO
apTepiaJbHOTO THUCKY Ta 3HIDKCHHAM O0’€My IDIa3Mu
y KOHTEKCTi aHoro cuaapomy [50].

Inionarnunuii €pUTPOLIUTO3 € JiarHO30M
BUKIIIOUEHHs [24], KOJNM MIClisi MPOBEICHHS KOMILIEKCHOT
Ta BCECTOPOHHBOI IIarHOCTHKM €TIOJOTiYHa NpHUYUHA
3IMIIAETHCS HEB1TOMOIO [8].

Ha migcraBi KOMIUIEKCHOTO aHANi3y MiKHApOTHHX
JITEepaTypHHUX JaHUX, MOXe OyTH Tpe/CcTaBIeHa HACTyITHA
knmacudikamis epuTpouTo3iB (amanToBana 3a Tefferi A.,
Gangat N., Szuber N. 2023 [2] Ta McMullin M. F,,
Noumani I., Harrison C. N. 2024 [1]):

I. AOCOIIOTHI €pUTPOIUTO3U, OOYMOBJICHI 301LIbIICHHIM
MacH IUPKYJIIO0UMX EPUTPOIIUTIB:

1. IlepBuHHI epUTPOLIUTO3U:
1. Bpomxeni:
1.1 myranmii reHa peuentopa epUTPOINOSTUHY
(myTamii EpoR) (cimeitanit epurponnTos I tumy);
1.2 wmyranis SH2B3 (LNK);
1.3 HeBimoMi reHHI MyTalrlii;
2. Habyti: Copamxkss mominureMis (MyTarii reHa
JAK?2 B 12 abo0 14 ex30HaX);
2. BTOpuHHI €pUTPOIUTO3H:

1. BpomxeHi:
1.1 AcomiifoBasi 3i 3HIKECHHAM p50:
1) remornoGiHomarii 3 TTiIBUTIICHOIO

CHOPIZHEHICTIO TeMOIIO0iHy /0 KHCHIO
(cimetini epurpounTosu VI Ta VII THmiB);

2) wmyranis rena BPGM (Bukiukae nediuut
2,3-mucdocdorminepaTy B SpPUTPOIUTAX,
cimerinuii epurponutos VIII tuny);

3) BpOIXKEHI METTEeMONIIO0IHEMIT;

4) wyramis reaa PIEZO1;

1.2 AcoriiioBani 3 HopManbHUM P50:

1) myramis R200W B reni ¢on [inmens-
Jlinnay (VHL) (UyBamcekuii epuTpOnnTO3,
cimeitanii eputponutos Il Tumy);

2) wmytamiss rera EGLNI1 (komye
cimelinuii epurpormtos 111 Tumy);

3) wmyramis rena EPAS1 (komye HIF-2ambda,
cimeitanit epurpountos IV Tumy);

PHD?2,
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4) wyrtauis rena EITO (cimeitHuii eputponnTos
V Tuny);
5) wmyrauist rera SLC30A10 3 rinepMaHranemieto;
6) wmyranis rena EGLN2 (koxye PHD1);
7) cnaakoBe IiJBUILEHHS aleHO3UHTpHpOChaTy;
2. Habyri:
1.1 Omnocepenkosati gieto EI1O, rinokcuyHi:
1) BukimkaHi 3arajbHOIO TiIOKCIEO:
1. XpoHi4Hi 3aXBOPIOBaHHS JIeTeHb
(0OcTpyKTHBHI Ta HE OOCTPYKTHBHI);
2. BpOIDKEHI Baau cCepls 3 HAasBHICTIO
IHTpaKap/iajJbHUX HIYHTIB CIIpaBa Ha JIiBO;
3. rinoBEeHTUIALINAHL CHUHJIPOMH,
BKJIFOYAIOUM CHHIPOM OOCTPYKTHBHOIO
HIYHOI'O aIlHOE;
4. epUTPOLHUTO3 Y MEIIKAHIIIB BUCOKOTIP’s;
€pUTPOLIUTO3 KYPIIiB;
6. XpOHIYHE OTPY€HHS YaJHUM
(kapbokcureMornooineMis);
7. cungpom TEMPI;
2) BukinKaHi JJOKaIbHOI HUPKOBOIO TIOKCIEIO:
1. creHO3 HUPKOBOI apTepii;
HOJIKICTO3 HUPOK;
rigponedpos;
MOCTTPAHCIUIAHTAIIIMHUI €PUTPOITUTO3;
. IgA — Hedponaris;
1.2 Omnocepenkosani miero EITO, HezanexHi Bif
TiMoKcii:
1) OOyMOBJIEHI ATOJIOTIYHOKO TIMEPIPOITYKIIIEO

ETIO (myxJiHHi):

1. HUPKOBO-KJIITUHHA KapLUHOMA;

2. TenaTroueNoNspHa KapUUHOMA;

3. remanriobiacToma Mo304yka abo HUPKH,

MEHIHTiOMa;

4. (eoxpoMonUTOMA;

5. mapaTupeoinHa KaplMHOMa, aJl€eHOMA;

6. neiiomMiomMa MaTKH;

2) AcoriifoBaHUii 3 Ai€l0 JIKapChbKHUX 3aCO01B:

1. 1iHAyKOBaHi 3aCTOCYBaHHSIM €K30T€HHOTO

eputpornoetuny (EITO);
2. 1HOYKOBaHi 3aCTOCYBaHHSM iHTi0iTOpIB
nponinrigpokcunasu (PHD);
IH/lyKOBaHI 3aCTOCYBaHHS;M aHJIPOIeHIB;
4. 1HOYKOBaHi 3aCTOCYBaHHSM iHTi0iTOpIB
HATPii3aJIe)KHOTO KOTpaHcropTepa
niroko3u 2-ro tumy (iH3KTI-2)

5. iHJyKOBaHI 3aCTOCYBaHHSM iHTiOITOpIB
tuposunkinazu (ITK);

(9,

ra3omMm

Dos L

w

II. BigHOCHI epHUTPOIUTO3H, OOYMOBIICHI 3MEHIICHHSIM
00CATY HUPKYITIOIYOT IITa3MH:

Jerinparaiis (giapes, JOBroTpuBaia OJI0BOTA);
MIPUIOM TiyPETUKIB;

cunapom [aiicOexa;

4. omiku;

W=

[II.Igionatn4HMi epUTPOLIUTO3
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ANUCKYCIA

EpuTponmro3 — reTeporeHHUI MaTONOTIYHUN CTaH,
0 moTpedye MYIBTUAMCIUIUIIHAPHOTO Ta MAIli€HT-
OpIEHTOBAHOTO MIAXOMy IO IIarHOCTUKU Ta KIIHIYHOTO
BeleHHs marieHTiB. Ha BimMiHy Bia mepBUHHUX (opm,
BE B OimpmiocTi BUTAAKIB BHHUKAKOTH 32 yMOBHU
HOpManmsHOTO abo migBumeHoro piBHa EIIO, omHax
HE 3aBKIM MeXaHi3Md IX BHHUKHEHHS O4YEBHUJIHI.
OcoOnuBoi  yBarm Ta  MOAANBIIONO  JOCIIHKEHHS
notpebyroTh Bunagku BE 3i 3umwkenum pisaem EITO.
PerenpHe mpoBeneHHs audepeHmiamnii Mk aOCONIOTHUM,
BITHOCHUM Ta iIOMaTUYHUM EpPUTPOIMTO30M, a TaKOXK
BcraHOBICHHS  EIIO-3ameXHOCTI  YM  HE3AJICKHOCTI
HAsIBHOTO €PUTPOLUTO3Y BiJirpae MPHHIUIIOBE 3HAYCHHS
JUIsl BHOOPY MOAAIBIIOT TAKTHKK BEJICHHS Malli€HTa.

IcHye posmoBcOkKeHa AyMKa, IO MiABUINEHHS
EIIO € marorHomoniunuMm s BuHMKHeHHS BE, aie
3 PO3BHTKOM CyYaCHOI MEIWIWHH MOIiOHE TBEpIKEHHSI
HounHae norpedyBaTH IepeocMuciieHHs. HeomHopa3oBo
Oynu  omWcaHi  BHIAAKH  BTOPHHHOTO  HaOyTOTO
EPUTPOIMTO3Yy Ha T CyOHOPManbHOTO ab0 HaBiTh
cyTtreBo 3HIXeHoro piBHA EITO. BoHM neMOHCTpYIOTH,
o0 MeXaHi3MH MOXYTh OyTH KOMIDIEKCHUMH a0o e
HelocTarHbo BUBUeHMMH. Lle cTBOproe  ckiamHOIIi
Uit (GOpMyBaHHA YITKOTO alNTOPUTMY MiarHOCTHKH Ta
JIIKyBaHHs, 0COONMBO B amOynaropHii npakruui. [ToxioHi
BUMAJKH MiIKPECITIOIOTh 3HAYYIIICTh MEPCOHI()IKOBAaHOTO
Ta KOMIUICKCHOTO MIAXOAY 0 KOKHOTO IMalli€HTa.

Kniniuno Bkpaii BaximBUM € OuQepeHmiiHa
nmiarnoctiuka BE 3 CII Ta BiIHOCHUM EPUTPOI[MTO30M.
Hanpuknan, Bupaxkenuit BE wacto imitye CII uepe3
BHPOKCHHH Ta TPHUBAJIMKA MiABHIICHUNA piBerp Hb.
VY Takux BHNaJKaxX HEMPaBHJIBHO BCTAHOBJICHWH [iarHo3
Ta HelpaBOMipHE MPU3HAYCHHS [IUTOPEIYyKTUBHOI Teparmii
MOXYTb MaTH HETaTHBHI HACHIJKK JJIsl 300POB’sl MALlIEHTA.

OxpeMy yBary CIiJ TPUAUTITH MEANKAMEHTO3HO-
IHIYKOBaHMM EPUTPOLMTO3aM. 31 3POCTaHHAM YacTOTH
3aCTOCYBaHH IHTIOITOPIB HATPIH3aJISKHOTO KOTPaHCIIOpTEpa
DJIOKO3W 2-TO THITy, THPO3WHKIHA3H, IPOJLITIIPOKCHIIA3H
Ta TpernapatiB eK30reHHOIO0 EPUTPOIIOCTUHY i aHIPOreHiB
EPUTPOIIMTO3 JCAali YacTillle BUHUKAE SIK MOOIYHA PEaKIIis.
[Muranns, uu BCi Taki cTaHW MOTPEOYIOTh KOPEKMil Ta SKOi
came, 3aJIMIIAEThCS BiTKPUTHM.

He MeHm cymepewmBAM € TOHATTS «iTiOmaTHdHIN
E€PUTPOLIUTO3. JHesixi aBTOpHU BBAXXAIOTh roro
«THMYacOBHM» JAIarHO30M, IO TIOB’SI3YIOTh 3 OOMEXEHHAMA
y TPOBEJICHHI TMOBHOI JIarHOCTUKW KOHKPETHUX TAIliEHTIB.
3 iHmoro GOKy, MOXKIIMBO iCHYIOTh i€ He ineHTH]iKoBaHi
MOJICKYJISIPHO-TEHeTHYHI ~ MEXaHi3MH, SKi 3yMOBIIOIOTH
TTIBUILIEHHS Macu epuTpoluTiB 6e3 3miH EITO-perysuii.

TakuM  4YMHOM,  3alpONOHOBaHA  KIAcH]iKallis
JIO3BOJISIE  HE JIMIIE CUCTEMaTu3yBaTW BiioMi  Ha
CHOTOJHINIHII IEHb BapiaHTH €PUTPOIIMTO3Y, a i CTBOPIOE
MAIPYHTS IS BAOCKOHAJICHHS JIIarHOCTHYHUX JITOPUTMIB
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Ta (OpMyBaHHS MEPCOHI(PIKOBAHOIO MiAXOLY B KIiHIUHIN
TIPAKTHIIL.

BUCHOBKH

1. Eputpouuto3 — 1€ TETEPOTeHHHUH  CTaH,
BUHHUKHEHHS SKOTO MOXE OyTH 3yMOBJICHO HHU3KOIO SIK
MIEPBUHHUX, TaK 1 BTOPHMHHUX (PAKTOPiB, a TAKOK MaTH
BiITHOCHHUH a00 i710NMAaTHYHUHN XapaKTep.

2. Cepen MIPUYNH HabyToTrO BTOPUHHOTO
EPUTPOIMTO3y MPOBITHE Miclle 3aliMarOTh TiMMOKCUYHI
CTaHH (3arajbHOTO 200 JIOKAJIHFHOTO XapakTepy).

3. Yirke BH3HAYCHHS TUITYy Ta TCHE3y CPHTPOLUTO3Y
micast  MpoBeAeHOl  KOMIUIEKCHOI  OararonpodiibHOT
OLIIHKM CTaHy 3/10pOB’sl MAlLliEHTa € OCHOBOIO I BUOOPY
HAMOUTBII paIlioHaJIFHOTO METOLY TePANIeBTUIHOI KOPEKITii.

4. 3 PO3BUTKOM Cy4YacCHOI MEIULIMHH NOIIHOIIOETHCS
PO3YMIHHSI TaTOreHe3y BTOPUHHOTrO epurpouutosy. [Ipore
3 IOSBOI0 HOBHMX METOJIB MIarHOCTHKH Ta MiJABUIICHHIM
iX  gocTymHOCTI  modanu  (piKCyBaTtucs  BHITAAKU
«HEKJIACUYHUX» HAOyTHX BTOPUHHHX EPHTPOLMTO3IB
31 3HIDKGHHIM pIBHEM EpUTPOINOCTHHY. Taki BHIaIKH
MIKPECIIIOIOTh  HETIOBHOTY ~ CHOTOMHILIHIX 3HaHb PO
MEXaHI3MH BUHUKHEHHS BTOPHHHOTO EpPHTPOLMTO3y Ta
BU3HAYAIOTh HANPSIMU MTPOBE/ICHHS MaOYTHIX JOCIIPKEHb.

5. YV pesymprari IpOBEOCHOTO aHAJI3y CydaCHHX
MDKHapoAHUX  JoKeped  cOPMOBAHO  y3arajibHEHY
KIacu(ikamifo epUTPOIMTO3IB, SKa B MOHAIBIIOMY
MOXKe OyTH BHKOPHUCTaHAa B KIIHIYHIA MPAKTUIN IS
MOJICTIIICHHST  JIaTHOCTUKH, CTparuQikaiii TamieHTiB
1 IepCOHaITI30BaHOTO MiA00PY TAKTHKH iX BEICHHS.

Ilepcnexmueu nooanvuiux oocnioicens.
[lepcrieKTHBHUM HaNpsiIMOM HAyKOBHX JIOCIIIDKEHb €
BITPOBAPKEHHS C()OPMOBAHOI y3arajJbHEHOI Kiacugikamii
THUIIB €PUTPOINUTO3IB Y TOBCAKIACHHY KIIIHIYHY NPAKTHKY
mikapiB 3 (QopMyBaHHSM ~peKOMEHJamid momo il
3aCTOCYBaHHS Ta TOIMIMPEHHSAM 3HaHb NPO Pi3HOMAHITT
iX reHe3y, HaroJOIIYIOYH, IO KOXKEH BUIAJOK MOTpedye
IHAWBiyaTi30BaHOi, TMAIli€HT-OPIEHTOBAHOI  METUYHOL
JIOTIOMOTH.

AOTPUMAHHA ETUMHUX HOPM

Iln ommmoBa crarTs IPYHTYETHCS Ha  aHajisi
MyOTIYHO JOCTYIHMX HAayKOBHX MaTepialliB, OITyONIKOBAHIX
y PCIEH30BaHKMX JKypHaIaX, KIHIYHAX PEKOMEHIAIAX Ta
0azax maHmx. Y mporeci poOOTH HE BHKOPHCTOBYBAUCS
JlaHi, 110 JI03BOJISIFOTH 1IEHTU(]IKYBATH MAIIEHTIB, 8 TaKOX
He Oy/lo HEOOXiHOCTI OTPUMYBAaTH CXBaJEHHS E€THYHOIO
KOMITETY, OCKUIBKM JOCHIIDKEHHS HE BKIIOYAJI0O HOBI
KJIHIYHI BTpYYaHHS Y TIEPBUHHUHA 30ip AaHWX MAIli€HTIB.
ABTOpPH JOTPHMYBQJIMCh E€THYHHX HOpM, IependadeHnx
MDKHAPOMHUMH CTaHAApTaMH TIyONiKamiid y MEIUJHHIX
KypHajax, 30kpema pexkomenmanin ICMJE (MixHapomgaoro
KOMITETy pemakTopiB MEAWYHHX XXypHawiB). Bci ememeHTH
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poOOTH € OpHriHAIPHUMH Ta HE MICTATh IUIariary 4u
(dabpukarii manux. Bei mkepena iHdopmarii HagexKHO
TIPOLIMTOBaHI Ta 0(OpMIICHI BIATIOBIHO JI0 BUMOL:

V wiif poOOTi MTYYHHMIT IHTEIEKT HE BUKOPHCTOBYBABCS
JUIL TeHepalii TeKCTy, aHamizy JaHuX ab0 CTBOPCHHS
300paeHb. YBEChb KOHTEHT IIJTOTOBJIEHO aBTOPaMH,
SKi HECyTh TIIOBHY BIANOBINANBHICTE 32  TOYHICTH,
OPUTIHAJBHICTH Ta JOTPUMAHHS €THYHUX CTAHAAPTIB.

®IHAHCYBAHHSA TA KOH®IKT IHTEPECIB

ABTOpY MIATBEP/UKYIOTh BIJCYTHICTH KOH(UIIKTIB
inTepeciB. HajaHni pykonucu pod0OTH BUKOHaHI 32 paXyHOK

JepKaBHOTO (DiHAHCYBaHHS B MEXax HAyKOBO-IOCIIIHOT
poboTH «YIOCKOHAJICHHS CTparerii mepcoHihikoBaHOTO
JKyBaHHS Ta peadlriTamii XBOpuX i3 cepleBO-CyTHHHIMUA
3aXBOPIOBAaHHSAMM Ta pO3JaJaMHd HEPBOBOI CHCTEMM)
(nepxaBHuMi  peectpauiiinuii  Homep 0125U000319);
TepMiH BuKoHaHHS: 2025-2029 pokn).
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Abstract

RECENT INSIGHTS INTO SECONDARY ERYTHROCYTOSIS: PART I. ETIOLOGY
Mariia A. Trypilka, Oksana M. Kostiukevych, Lesia K. Benkovska

State Institution of Science «Center of innovative healthcare technologies» State Administrative Department, Kyiv, Ukraine.

Introduction. The development of secondary erythrocytosis is associated with a wide range of both hereditary and
acquired pathological conditions. Modern advances in medicine have deepened the understanding of the etiology
and pathogenesis of secondary erythrocytosis, which in turn opens up opportunities for more effective diagnosis and
management of this condition.

Aim. To analyze current scientific publications regarding the causes of various types of erythrocytosis, with
a particular focus on secondary erythrocytosis, and to develop a generalized structured classification of erythrocytosis
types for further use in clinical practice.

Materials and methods. A search and selection of scientific publications, reviews, and current clinical guidelines
were conducted using the PubMed, Google Scholar, and Scopus databases.

Results. The analysis identified the main types of erythrocytosis: absolute (with an increased mass of circulating
erythrocytes), relative (with a reduced plasma volume while maintaining the circulating erythrocyte mass), and
idiopathic (with no clearly established cause). Absolute erythrocytosis is classified into primary and secondary forms,
depending on the level at which the disturbance of hematopoiesis regulation occurs. Both primary and secondary
types are further divided into congenital and acquired forms. Congenital secondary erythrocytosis is caused by
mutations in specific genes. Acquired secondary erythrocytosis is associated with the effect of erythropoietin
and its overproduction, which in some cases is due to activation of the hypoxia-inducible factor pathway, and in
others to ectopic production by neoplasms or drug-induced effects. Based on the analysis of current scientific data,
a generalized classification of erythrocytosis has been developed to facilitate subsequent diagnosis and selection of
the optimal patient-oriented management strategy.

Conclusions. Erythrocytosis is a heterogeneous pathological condition that may result from numerous primary,
secondary, or relative factors, or, in rare cases, from an idiopathic mechanism. Hypoxic conditions are the leading
cause of acquired secondary erythrocytosis. Clear identification of the type and origin of the pathological condition
in each patient is the basis for selecting the optimal therapeutic correction strategy for any erythrocytosis. Cases of
«non-classical» acquired secondary erythrocytosis with reduced erythropoietin levels are also recorded, indicating
additional pathways of its development.

Keywords: erythrocytosis, polycythemia vera, erythropoietin, hypoxia, smoking, sleep apnea, cardiovascular
diseases, patient-oriented medical care
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