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AUOEPEHLIAJIbHA AIATHOCTUKA BTOPUHHOI EPUTPOLIUTEMIT
TA CNPABXHbOI NONILUTEMII Y XBOPOTI'O
HA XPOHIYHE OBCTPYKTUBHE 3AXBOPIOBAHHA NEFEHb
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A — xonyenyis ma dusaiin docaidwenns; B — 36ip danux; C — anaris ma inmepnpemayis danux; D — nanucanns cmammi;

E — pedazysanns cmammi; F — ocmamoune 3amesepucenns cmammi

Pestome. Crarrst npucBsaeHa np06AeMi AuQepeHIliaAbHOI AlATHOCTUKYU Mi>K BTOPUHHOIO ePUTPOLUTEMIEI0 Ta CIPABXKHbOIO MOAILIM-
TeMI€I0 Y MALi€HTIB i3 XpOHIYHUM OOCTPYKTHBHUM 3aXBOPIOBAHHSM AeT€Hb (XO3A).

Mema. IIpoaeMOHCTpyBaTH Ha IIPUKAAAL KAIHIYHOTO BUITAAKY BKAMBICTD Ta ocobAuBoCTi HpOBeAeHHS AudepeHIiaAbHOI AlarHoC-
THKA MK KOMIIEHCATOPHOK (TiMOKCHYHO-3yMOBAGHOI0) BTOPHHHOK €pPHTPOLMTEMIEI0 Ta NePBUHHUM Mi€AONPOAiQepaTHBHIM
3aXBOPIOBAHHAM — CIIPABXHBOIO MOAIUTeMi€0 ¥ marieHTiB i3 XO3A.

Pesysvmamu. Y cTaTTi HaBEAGHO OIMC KAIHIYHOTO BUMAAKY TaIli€eHTa 64 POKiB, AKHI 6yB FOCIITAAI30BAHHH AO HEBPOAOTIYHOTO CTa-
L[IOHAPY 3 TOCTPHUM IOPYIIEHHM MO3KOBOTO KpOBOODIry 3a imemMiannm TumoM. BopHOYac BXOAL 06CTeXKeHHS XBOPOMY 6YAO BCTAHOB-
AeHo cymyrHii alarHo3: XO3A, GOLD 2, rpyma B. Kpim Toro, 6yA0 BHSBAEHO ITACTOPUMHUIT CHHAPOM, CKApTH Ha ePUTPOMEAAATIIO,
CBep6i>K IIKIpH ITCAS AYIITY. Aa60paTopHo 3aiKCOBaHO 3MiHH I'eMaTOAOTIYHIX ITOKA3HUKIB (reMoer6iH —2251/4, €PUTPOLIMTH —
6,53 T/, remaroxpur — 66,5 %), a TAKOXK CYTTEBe 3HIKEHHS PiBHA CHPOBATKOBOT'O €PUTPOIOETHHY (< 1mOp/Mp). IIpoBeaenns
MOAEKYASPHO-TEHETUYHOTO AOCAIAYKEHHS] ATBEPAMAO HASBHICTh COMATUYHOI TOYKOBOI MyTaLlil B 12-My ex30Hi rexa Janus-kinasu 2,
a TpemnaHobioNCis KiCTKOBOro MO3Ky BepHiKyBaAa AlaTHO3 CIIpaBKHbOI moAiruTemil. KpiM Toro, y crarTi mpoanaaizoBaHo cydacHi
TIIOTASAM HA ATOTeHeTHYHi MeXaHi3MK PO3BUTKY Ta AudepeHIliaAbHy AlATHOCTUKY epPUTPOLMTEMil Pi3HOTO reHesy.

Bucnoexu. IToepnanra XO3A i crpaBXHbOi MOAIUTEM] € CKAAAHOIO AlaTHOCTHYHOIO npoGAeMom, OCKIABKY HASIBHICTb A€T€HeBOI
IATOAOTI 9aCTO MOMHAKOBO CXHASIE KAIHIIUCTIB AO TPAaKTYBAHHS €PUTPOLIMTO3Y AK CyTO BTOPUHHOTO KOMIIEHCATOPHOTO IPOIIECy.
CBoevacHe 3icTaBACHHS TSDKKOCT] pecIipaTopHOI AMCOYHKINI Ta CTyTIeHs epuTpeMil, OLjiHKa piBHS epHTPOIOETHHY Ta CKePYBaHHSA
AO TeMaTOAOTa AO3BOASIOTb YHUKHYTH TilIOAIarHOCTHKH Hebe3neyHux Mi€AOTIPOAipepaTHBHUX HPOLEeCiB Ta 3amnobirru PO3BUTKY

¢araspHUX Tp0M6 OTHYHUX YCKAAAHEHb.

Bropunna epurponuTemia Ha TAl XpOHIYHOTO
obcrpykTHBHOTO 3axBoproBanHs Aerenb (XO3A) Tpu-
BAAMI1 YaC BBKAAACS HEBiA EMHUM KOMIIOHEHTOM IIPO-
rpecyiouoro mepebiry xsopobu. Caip 3asHauurH, 10
BIIPOBAAKEHHS CYYaCHUX IPOTOKOAIB AIKYBaHHSA Ta
TPUBAAO]I KMCHEBOI Teparil CyTTEBO 3HM3HMAO 4acCTOTY
sropunHoi eputponuremii mpu XO3A. 3a paHMME
OCTaHHIX AOCAIAXK€HD, 3aTaAbHA 9aCTOTA €PUTPOLUTEMII
cepeA MAI€EHTIB i3 CEPeAHPOTSDKKUM Ta TSDKKHMM IIepe-
6irom XO3A Bapiroe B Mexax 6-10,2 %, y ocib i3 Heko-
PHIOBAHOK XPOHIYHOIO TiMoKceMi€o (caTypartis KUCHIO
< 88 %) MOMHMpEHICTh IJHOTO CTAHy MOXe CATaTh
15-20 %, mo miAKpecAI0€ POAb CHCTEMHOI OKCHTeHaIlil y
peryasii epurpomnoesy [9, 20].

Y o xe yac, BaxauBo mam aratd, mo XO3A Ta
30iABIIEHHS KIABKOCTI €PHTPOLUTIB i reMOrA00iHy y

Katouos6i cr08a: XpoHiuHe 00CTPYKTHBHE 3aXBOPIOBAHHS ATeHb, BIOPUHHA ePUTPOLIUTEMIs, CIIPABXKHS MOAIITHTEMIS.

neprudepiyHiil KPOBI — Ile CTaHH, IO MOXYTb OyTH
noepHaHUMU. AndepeHIiaAbHa AlATHOCTHKA HPHYUH
epurpouureMil y manienTis i3 XO3A norpebye cris-
CTaBACHH: HASABHOCTI Ta BUPA3HOCTI MIABHIEHHS PiBHA
epuTponuTis 3i cryneneM TsoxkocTi XO3A, BUpasHicTio
Ta TPHUBAAICTIO TIIOKCII Ha TAl IIbOrO XpPOHIYHOTO 3aXBO-
PIOBaHHS AMXAAbHOI CHCTEMH, a TaKOX BHKAIOYEHHS
IHIIMX MOXXAMBHX IPUYMH epPUTPOLUTEMI.

OCHOBHMM MeXaHi3MOM CTHMYAALi epuTpomoesy
mpu XO3A € 36iAblIeHHS CHHTe3y epUTPONOETHHY Y BiA-
TIOBiAb Ha 3HIDKEHHS MTAPIIAAbHOTO THCKY KHCHIO B apTepi-
AABHIN KpOBi. A\OAATKOBMM YMHHMKOM Y MAIi€HTiB, fAKi
TIIPOAOBIKYIOTb KyPHTH, € BIIAMB MOHOOKCHAY BYTA€IJI0, IO
NPU3BOAMTD AO YTBOPeHHS KapHokcureMoraobimy [9].

Hespaxaroun Ha KOMIIEHCATOPHHM TiIMOKCHYHO-3Y-
MoBAeHM XapakTep epurponuremii mpu XO3A, Haa-
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KNIHIYHUIA BUNAROK

MipHe 3pOCTaHHs remarokpury (momap SS %) Mae
HeTaTUBHI reMOAMHAMI4Hi Hacaipku. [TiABuIeHHS B 53-
KOCTi KPOBI CYTTEBO 30iABIIy€E OIIp y A€TeHEBHX CYAH-
Hax, IO CIPHUAE MPOTrPeCYBaHHIO IPEKAIIASPHOI Aere-
HEeBOI TinepTeHsil Ta pO3BUTKY XPOHIYHOIO ACTE€HEBOIO
cepryst. Kpim Toro, B'sI3KicTb KpOBi Ta arperaris epurpo-
LIUTIiB CTBOPIOIOTH NEPEAYMOBH AAS TPOMOOTHYHKX
YCKAQAHEHD, 30KpeMa TPOMO0eMOOAIl AereHeBOI apTe-
pii Ta imemiusmx moaiit [9, 10].

CyuyacHa AlarHOCTHKa BTOPHHHOI epHTpOLHTeMii
IPYHTYETbCSA HAa BUSABACHHI IABUILEHOTO PiBHS IeMOr-
A06iny (> 165 r/a y woroBikis, > 160 r/A y xiHOK) Ta
reMaTOKPUTY (> 49 % 1a>48 % BiAHOBiAHO). Y mamien-
TiB i3 XO3A piBeHb epUTPONOETUHY 3a3BUYAll € MIABH-
1meHuM a00 BIATIOBiAA€ BepXHill MeXi HOPMH, IO IiA-
TBEPAXKY€ BTOPMHHUM, IIIOKCUYHO-3yMOBACHUH, XapaK-
Tep mpouecy [11].

B ocHOBI AikyBaHHS BTOPHHHOT'O €PUTPOLIUTO3Y HA
1Al XO3A AeXuTh KOpeKiyis rimokcemii, a came: apex-
BaTHe (apMaKOAOTiYHe AIKyBaHHS Ta TPUBAAA KHCHEBA
Teparis (I‘[OHaA 1S ropuH Ha A06Y i3 I1iABOBOIO caTypa-
nieto kucHio 92-94 %). Tepanesridna Gpae6oToMis pos-
TASIAAETBCA K AOIIOMDKHMHA METOA Y BHIIAAKAX, KOAM
reMaToOKpHT IepeBHuTye 56 % Ha TAl BUpaXeHOi KAiHid-
HOI CUMNITOMaTHKH (IIOpyIIeHHS Liepe6pasbHOro Kpo-
BOTOKY, MAETOPUYHHiI CUHAPOM) 260 AeKOMIeHcarii
nmpaBoro mayHouka cepus [11, 12].

Kainiuauit Bumapok. JoaoBik 64 pokis rocmiraai-
30BaHUM AO HEBPOAOTIYHOIO CTAI[iOHAPYy 3 IPHBOAY
TOCTPOro MOpyIIeHHs MO3K0BOro kposoobiry (TTIMK)
3a IIEeMIYHMM TUIIOM 3 IiPaMIAHOK HEAOCTATHICTIO Ha
TAI BIIEpIle AlarHOCTOBAHOI rinepronivHol xBopo6u 111
Crapil, 3 crymens, AyXe BMCOKOro pu3uky. Pamime
AQHUX 32 apTepiaAbHY rinepreHsito He 6yA0, apTepiaab-
HUH THCK PeryAsIpHO He KOHTPOAIOBaB. TaKoX IaIfieHT
MaB CKapr¥ Ha 3aAMIIKY MEPeBAXHO eKCIipPaTOPHOro
XapakTepy npH (isM4HOMY HaBaHTA)XEHHI IIOMipHOI
iHTEHCHUBHOCTI, IIEPIOAMYHO — CyXUil a00 IPOAYKTHB-
HMH KallleAb 3 BIAXOAKEHHAM HEBEAMKOI KIABKOCTI IIpo-
30pOro MOKPOTHHHS, OiAblire 3paHKy, 60AI0UI TOKOAO-
BaHHA B KIHYMKAX IIAABIIB PYK, IIOXOAOAAHHS HIDKHIX
KIiHIIBOK, CBEPODK WIKIPH IIPH IPHUIHATTI AYILY.

AnaMHe3 XBOPOOH: 3aAMIIKA Ta KAIIEAb 3 SIBHAMCS
OAM3DKO OAHOTO POKY TOMY 3 IOCTYIIOBUM MOMipHUM
IporpecyBaHHAM. DiAb y MaAbIIIX PYK, TIOXOAOAAHHS
HIDKHIX KiHIJIBOK, CBepODK MKipU TypOYIOTH 6AM3BKO 6
MICAIIIB 3 IOCTYIIOBMM IIOCHACHHAM CHMIITOMATHKH.

AHamHe3 XUTTS: paHillle MPAIIOBaB Ha OyAiBHH-
1yBi; KypuTb o 20 urapok npotsrom 40 poxis (inpexc
«Tauka,/pik>» kypians — 40).

IIpu orasipi cocrepiraaocs HoYepBOHIHHS MIKIpH
06Amy4s 3a TuOM mAeTopu. ['pyAHa KaiTKa HOpMOCTe-
HIYHA, B AKTi AMXaHHS Oepe y4acTb piBHOMIPHO. AMXaHHS
Be3UKYASIPHE, 3 000X OOKIB BUCAYXOBYIOTbCS CyXi PO3Ci-
ani xpunu. [Ipu BuMiproBaHHI caryparii KHCHIO 3a
AOIIOMOTOX0 ITyAbCOKCHMETpPa — IIOKA3HMK CaTyparil
IPHAAAOM He BU3HAYaeThcs. YacTora AuxaHHS — 22 3a
XBHAMHY. TOHHU CepIls IPUTAylIeHi, PUTM IPaBUAbHUI;
YaCcTOTa CepIieBHX CKOPOUEHb Ta YACTOTA IIyAbCYy — 76
3a XBHAUHY; apTepiaabHuil THCK — 165/100 MM pr. cT.

Y 3araAbHOMy aHaAi3i KpoBi: piBeHb reMoraobi-
Hy — 225 r/A, xiapkictp epurponuris — 6,53 T/a,
reMaToKpuT — 66,5 %, KiABKiCTH AeHKOLUTIB —
7,3 T'/a, tpombonuTiB — 234 I'/A.

Aast Bepudikarii AlarHo3y manieHTy OyAu mpoBeae-
Hi AOAATKOBI METOAM AOCAIAXKEHHS: BU3HAYEHHS PiBHA
€pUTPOIOETHHY, CILIPOMETPIs.

OrpuMaHi pe3yAbTaTH aHAAI3IB KPOBi IOKa3aAH,
10 piBeHb CHPOBAaTKOBOT'O €PUTPONOETUHY Y MAIli€EHTA
CyTTEBO 3HWKeHHil, ckaapae Merme 1 MOp/ma (HiokHA
MeXa HOpMaAbHHX 3HaueHb — 4,3 MOA/MA).

BpaxoBytoun HasBHICTb IACTOPH, €PUTPOMEAAATI],
aprepiaabHoi rineprensii, nepeHecere I'TIMK, eputpe-
MIiI0 Ta 3HIDKEHHS PIiBHA €PUTPOIIOETHHY, Y Ialli€HTa
3aMmiAO3PEHO CIIPABKHIO IMOAIIIUTEMIIO, 3 TPUBOAY 90TO
BiH OyB CKepOBaHHIT AO FeMaTOAOTR.

[Tanienty 6yaa miATBepAXKeHa HASBHICTb COMATHY-
HOI TOUKOBOI MyTallii B 12-My ek30Hi reHa Janus-kiHas3u 2.
Byaa mpoBepeHa TpemnaHOOIONCIS KICTKOBOIO MO3KY 3
OIIiHKOI0 Mi€EAOTPAMHU, IIJO AO3BOAUAO BepHiKyBaTH Ala-
THO3: CIPABXHA MOAIUTEMiS 3 BUPOKEHUM IACTOPUY-
HHM CHHAPOMOM. XBOPOMY OYAO IPOBEAEHO AIKYBAHHS:
JOTHPHU reMoeKcysii, IUTOCTaTHYHY Teparilo; IpU3Ha-
YeHO Ha MOCTIMHIA OCHOBI aIleTHACAAIIIMAOBA KHMCAOTA
75 mr 1 pas Ha A00y, AMHAMIYHE CIIOCTepeXXeHHSL.

Pe3yAbTaTu 3araAbHOTO aHAAI3y KpOBi depe3 ABa
MICSL} ITCAS AIKYBaHHS: reMoraobin — 151 r/a, epu-
tpouutd — 4,33 T/A, HMOKA3HUK reMaTOKPUTy —
43,2 %.

IlarienTy mpoBeAeHO CIIPOMETPIro, 3a Pe3yAbTaTa-
MU SIKOI BUSHAYEHO 3HIDKEHHS BEeHTUAALINHOI QyHKII
A€TeHb TOMIPHO-TSDKKOTO CTYIIEHS 32 O0CTPYKTHBHIM
unom (ODB, mpe — 58 % Hanexuoi Beanunsn, ODB,
nocr — 62 % Haaexuoi seamunnu, ODB, JDKEA
npe — 0,46; OOB, / ®XKEA mocT — 0,57); 6porxoau-
AsiTaniiHmii Tect Heratusrmit (mpupicr OOB, — 4 %).
Ha miacraBi oTpuMaHHX AQHHMX OYB BCTAaHOBAEHHII
HacTynHuil AlarHos: XO3A, GOLD 2, rpyma B, daza
pemicii. AuxaabHa HepoctaTHicTd I crymens. Ilpu-
3HaYeHe AIKyBaHHS: KOMOiHalis 2 iHraAsIifHuX OpOH-

ACTMA TA ANTEPTIA « 3 + (25) + 2026

http://asthma-allergy.com.ua



xoAiTukiB (M-XOAIHOAITHK Ta BZ-aI‘OHiCT) TPHUBAAOI All

nio 1 inraasuii 1 pas Ha A06y TpuBaso [15].
O6rosopennsi. HescraHoBAeHi mpuuuHu epuTpo-

[IUTO3Y Ta ePUTPOLMUTEMII MOXXYTb HETaTHBHO BIIAMBATH

Ha SKICTb )KUTTS IAIEHTIB, OCKIABKHI 32 AQHUMH OKpe-

MHUX AOCAIAKEHD, He AMIIE IepPBHHHI, a M AeAKi AedKi

BTOPHMHHI $OPMHU €PUTPOLUTO3Y ACOLIIOIOTHCS 3 MiABH-

IeHnUM PU3MKOM TpoM603iB [ 1, 2].

ITia epUTPOLIUTO30M PO3YMIIOTh CTaH, IPU SIKOMY
3pOCTa€ Maca epUTPOLMTIB Y KPOBI, IO 3a3BUYAM CYIIPO-
BOAXKYETbCSA IABHMINEHHAM TIe€MaTOKPHUTY Ta PIBHA
remorao6iny [3]. Xoua 6iabm TOYHHM TepMiHOM AAS
ONKCY 30iAbIIEHHS MPOAYKII CaMe epUTPOLHTIB €
«EpUTPOLUTEMISA», BIH BHUKOPUCTOBYETHCA PIAKO.
Tomy Ha mpakTuii 3a3BUYail BXXUBAIOTb «EPUTPOLH-
TO3» AAS IIO3HAYEHHS SK a0COAIOTHOTO, TaK i BIAHOCHO-
IO IIABHILEHHS KIABKOCTI €pUTPOLMTIB.

TepMiH «moAinuTeMis» 3 €TUMOAOTIYHOI TOYKH
30py BiAOOpaka€e 30IABIIEHHS KIABKOCTI IIPOAYKIHT KAi-
THH Pi3HHMX 200 AEKIABKOX POCTKIiB KPOBOTBODEHHS. Y
TOM JXe 9acC, y HAyKOBIH AiTepaTypi BiH YacTille 3aCTOCO-
ByeTbcs B KOHTeKCTi xBopobu Bakesa (cmpaBxuboi
HOAiunTeMi'i). Caip 3a3HayuTH, WO iCHYIOTH W iHmI
IIATOAOTIYHI CTaHH, Ha TAl SKMX CIIOCTEPIralOThCs epH-
TPOLIMTO3, AEHKOIUTO3, TPOMOOIMTO3 OAHOYACHO:
IIeBHI CTaAll XPOHIYHOTO MIEAOIAHOTO AEHKO3Y, eCeHIli-
aApHOI TpombouureMii, mepBUHHOrO Mieaodibpoay,
reMOKOHIeHTpanis, cuHapoM [aiicbexa (crpecosa
TIOAiIHTEMis ).

OxpeMO BUAIASIOTD MOHATTS «CIPABXKHS MOAIITH-
TeMisi» (anra. — polycythemia vera) — saxsoproBas-
H4 i3 IPyIIHM XPOHIYHUX Mi€AOTIPOAiPePaTUBHUX IpOITe-
CiB, IIIO XapaKTepPHU3Y€ETbCSA aBTOHOMHOIO TpoAiepari-
€10 EPUTPOLUTAPHOTO POCTKA KPOBOTBOPEHHS [ 4].

306iAbIIEHHS KIABKOCTI epUTPOLHTIB Ta/abo rema-

TOKPHUTY MOXKe MATH Pi3Hy Ipupoay. BupiastioTs ABa

OCHOBHI BapiaHTH:

1. BipHOCHe 30iAblIeHHS KiABKOCTI €pPHUTPOLUTIB,
TIOB sI3aHe 3i 3MeHIIeHHAM 00 €My MAa3MHU KPOB, —
epUTPOLIUTO3.

2. A6coaroTHe 36iABIIEHHS KIABKOCTI €PHTPOLUTIB,
siKe BiAOOpaxae peaabHe 30iAbIIEHHS MacH epu-
TPOLMTIB YHACAIAOK AKTHBAIlli epuUTponoesy, —
epurpouuTtemis [ 16, 17].

Y BUIIAAKY 6i0HOCH020 €PUTPOLUTO3Y KiABKICTH
EPHUTPOLIUTIB He 301ABLIYETHCS, & SMIHIOETHCSI IXHE CITiB-
BipHOIIEHHS i3 mAasMor0. OCHOBHI MexaHi3MM IaTore-
He3y BIAHOCHOTO €PUTPOLIMTO3Y HACTYIIHI:

1. T'eMoKoHIleHTpaljif: HafyacTille BHMHUKAE BHACAI-
AOK BTPaTH PIAUHHU a60 miABHIIEHOI IPOHHUKHOCTI

CLINICAL CASE

CYAMHHOI CTiHKH; XapakTepHOI AabOpaToOpHOI

03HAKOIO € MABHIEHHS 3aTaAbHOrO 6iAKa, 0COOAH-

BO aAbOymiHy. Ilpu 30BHImIHIX BTpaTax piAMHH

3a3BMYai HasABHI THUIIOBI IPOSBH A€TiApaTamil.

BuyTpimHi BTpaTH MOXYTb CYIPOBOAXKYBATHCS

HAKOIIMYEHHSIM PIAMHH B IOPOXHUHAX 200 IOPY-

IeHHAM ii pO3MoAiAy. Y BHMIIAAKY eHAOTOKCeMil

3MIHM TeMaTOKpPHUTY, SK IIPaBHAO, HE3HAYHI.

ITceBAOEPHTPOITUTO3 MOSKAMBHI YHACAIAOK OIIIKiB,

Alapel 260 3aCTOCYBaHHS AlypeTHKIB.

2. CkopoyeHHS CceAe3iHKHM: YaCTHHA EpPUTPOIUTIB
ACTIOHYETDCS B CEA€3IHIN 1 MOXXYTb IIBUAKO BHBIAD-
HATHCS Y KPOB IIPH CTpeci a60 Gi3uIHOMY HaBaHTa-
JKeHHI Iip Al€l0 KaTexoAamiHiB. Takuil edekT €
KOPOTKOYaCHMM i HE CYIPOBOAXYETbCA 3MiHAMHU
6iAKOBHX ITOKa3HKKiB [ 16, 18].

Abcorromua epuUTPOLUTEMIs ITOB SI3aHA i3 TOCHAEH-
HAM YTBOPEHHS €PHUTPOLMTIB Y KiCTKOBOMY MO3KY.
ITepBuHHMIT BapiaHT BUHUKAE BHACAIAOK NOPYIIEHDb HA
piBHi KiCTKOBOTO MO3KY — CIIAAKOBHX 200 HEOIAACTHY-
HuxX. CIpaBXHA MOAIMTEMiS — KAQCHYHHM IIPHKAAA
Takoro crany. I]e mMieaompoaidpeparrBHe 3aXBOpIOBaH-
Hsl, TPU AKOMY IIPOAYKIIiS epUTPOLIUTIB HE 3aAEXKHTD Bij
peryAriii epuTpONnOeTHHOM. Y Nalli€HTiB KAIOYOBY POAb
BiAirpae coMaTMYHA TOYKOBA MYyTalid B 12-My ek3oHi
reHa Janus-KiHasu 2, mo 3abesnedye MOCTINHY aKTHUBA-
Iil0 CHTHAABHHUX IIASXiB Tpoaidepanii  KAITHH.
AjarHocTHKa IPYHTYETbCS Ha MIATBEPAXKEHHI IIbOTO
MeXaHi3My Ta BUKAIOYeHHi iHIKX npuuuH. [cHyIOTH
«BEAMKI» Ta «MaAi>» AlArHOCTMYHI KpPHUTepil CIIpaBx-
HPOI IOAIITATEMII.

Ao «BeAMKHX> KpHUTepiiB BIAHOCATbCA:

1. Temoraobin >185 r/a arg 4oaoBikiB Ta >165 r/a
AASIKIHOK, 400 piBeHb TeMOTAODIHY 4K reMaTOKpH-
Ty >99 % pedepeHTHOro 3HaYEHHS 3a BiKOM, CTaT-
TIO Ta MICLeBIiCTIO MPOXHBAHHSA, a00 30iAblIeHHS
MacH epUTPONUTIB MoHap 25 % Bip cepeAHbOro
3HaueHHs, 260 reMorao6in >170 r/A AAS YOAOBIKIB
Ta 150 /A AASL OKIHOK, SIKHIiT 3yMOBAEHHI 3pOCTaH-
HSM 7oro0 piBHA >20 I/A Bip BUXIAHOTO 3HAYEHHS
IPH BIACYTHOCTI IPOBEAEHHS KOPeKIil Aedinury
3aAisa.

2. Hassricrs myranii JAK2 V617F abo myranii 12
ex3oHy rery JAK2.

Ao «Maayx>» KpuUTepiiB BIAHOCATbCA:

1. TpboxmapocTkoBa rirnepraasis KicTKOBOrO MO3KY.

2. Cybmoporosuit piBeHb CHPOBAaTKOBOT'O epUTPOIIOe-
THHY.

3. QopMyBaHHS €HAOTEHHHX ePUTPOIAHHX KOAOHIM in
vitro.
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Bepuoikanis crpasxHbol moairuremii motpebye
HAsBHOCTI ABOX <«BEAHMKHMX» KPHUTEpilB Ta OAHOTO
«MaAOro>», 260 OOMEXyeTbCs HASBHICTIO MepIIOro
«BEAMKOTO> Ta ABOX «MaAMX>» KpuTepiis [4, 5].

Bropunna epurponuTemis 3ymMOBA€HA IMiABHIIe-
HOI0 TIPOAYKIIEID ePUTPONOETHHY. BuaAiAdI0TD ABa
OCHOBHI BapiaHTH IIbOTO CTaHy: HETriMOKCUYHUH Ta
TiMOKCHYHO-3yMOBAeHHi1 [ 19].

Herinokcuyna (HeapekBaTHa) BTOPMHHA ePUTPO-
LUTEeMisl [IOB'3aHA 3 ABTOHOMHOI0 a00 HAAMIPHOIO
NPOAYKIEI0 epUTPOIOETUHY, HE3AAXKHOIO Bip PiBHA
okcureHarii. [Ipuauaamu MOKyTb OyTH:

—  XpOHiYHA XBOpOOa HUPOK;

—  TeIaTOLIeAAIOASPHI KAPIUHOMY / KAPIMHOMA HUPKY;
— TIepIOA IMCAS TPAHCIIAAHTAIIil HUPKH;

— eKTOIIYHA CeKpellis epUTPONOETHHY HEOIAA3LAMHY;
— HEKOHTPOAbOBAHE 3aCTOCYBAHHS ePUTPOIIOETUHY;
—  EeHAOKPMHHI IIOPYILIEHHS;

—  3aCTOCYBAaHHSA AaHAPOTE€HHHUX CTEpOIAIB;

- ¢eoxpoMoruToma / AOMIOMI MATKH / KiCTH HUPOK

/ apeHOMa IMAPALIUTONOAIOHOI 32A03H;

— remaHriobaacroma / MeHiHTiOMH;

— BHUKODHCTaHHs IHTIOITOpIB  HAaTpif3aA€KHOIO
KOTpaHcrnoprepa rarokosu 2-ro tury (iH3KTT-2);
—  TIIOCHAEHI.

Y AesAKuX BHITAAKaX MEXaHi3M 3aAMIIAETHCS He TTOB-
HICTIO 3pO3yMIAMM, aA€ KAKOYOBY POADb BIAIIpae Aucpe-
TYASLiS IPOAYKII epUTPOIIOETHHY.

PiaxicHi npuynMHN epHTpPONMTEMIi:

reMOrAo0OiHOmaTil 3 MiABUIIEHOO CIIOPIAHEHICTIO

AO KHCHIO;

—  MyTallil 'eHa peljenTopa epUTPOIIOETHHY;

— uyBachbKa noainuremis (Myranis resa VHL i3 mopy-
IIeHHAM KHCHEYYTAMBOTIO IIASXY Ta IiABHMIIEHHAM
TIPOAYKILii epUTPOTIOETHHY );

— IIPaBO-AIBOCTOPOHHI apT€PiOBEHO3HI ITYHTH B A€Te-
HIIX;

- MyTauii mpoaiariapokcuaasu 2 a HIF-2a [6].
TinokcuaHo-3yMoBAeHa (aAeKBaTHA) BTOPHMHHA

epUTPOLUTEMisI PO3BHMBAETBCA AK KOMIEHCAaTOpPHA

peakulis Ha AediruT kucHO. Y KypuiB 060pOTHa epu-

TPOLUTEMIsI TIOB’S3aHO IIEPEBAXHO 13 TKAHUHHOIO

TIIIOKCIEI0 BHACAIAOK IIABUIEHHS PiBHA Kap601<c1/1re-

MOTAODIHY B KPOBI, @ TAKOXX 3MEHIIEHHSIM 00 eMy IAa3-

mu KpoBi. Ilicas mpunuHeHHS KypiHHA Ili TIOKa3HUKH

3a3BUYail HOpMaAi3yroTbcs. OCHOBHI IPUYMHM:

— XPOHIYHI 3aXBOPIOBAHHS AET'€Hb;

—  TIOTIOHOIAAIHHS / OTPYEHHS YAAHIM Ta30M;

— TpuBaAe IepeOyBaHHS HA BEAUKIl BUCOT;

—  HagBHICTb IIPAaBO-AIBOrO CEpPLIEBOrO IIYHTA;

— CHHAPOM HIYHOTO amHOe / CHHAPOM TIilIOBEHTHAS-
1il;
—  CTeHO3 HUPKOBOI aprepii [7, 8].

KpurepiiB AAf 4iTKOro BU3HAYeHHS BTOPUHHMX
epUTPOLIMTEMI He iCHY€ Yepe3 pi3HOMAHITTA PpaKTOpiB,
IO IX BUKAMKAIOTh.

AAS 3’ SICyBaHHS IPHYUHK ePUTPOLIUTEMIT BAKAUBO
OLJHUTH HACTYIIHI KAIHIYH], AADOpPATOPHI Ta IHCTPYMeH-
TAAbHI AAHi:

1) xainiunmit cran (o3Haxu Aerigparaii);

2) AMHaMiKy IOKa3HUKIB MicAs iHys3iiiHoi Tepamii;

3) piBeHb 3araAbHOTO 0IAKa, CEYOBOI KUCAOTH, AAd-
HiHaMiHOTpaHcepasy, acmapTaTaMiHOTpaHCepasy,
biipybiny;

4) HasBHiCTD rinokcii a6o rimepkanHii («30A0THiIt
CTAaHAAPT>» — AOCAIAKEHHA IAPLiAABHOTO THUCKY IasiB
KpOBi);

S) QyHKUiOHAABHMII CTaH CepleBO-CYAUHHOI Ta
AUXaAbHOI CHCTEM, HUPOK;

6) HasBHICTb O6CTPYKTHBHOTO aHOE CHYy.

ITpu BcTaHOBACHHI MPHYMHM BTOPUHHOI epHUTPO-
IMTeMil BU3HAYEHHS ePUTPOIIOETUHY PIAKO AA€ BHPI-
IIAAbHY iHPOPMAILiI0, @ AOCAIAKEHHS KiCTKOBOTO MO3KY
3a3BUYAll He AO3BOASIE AMQEepeHIiI0BaTH IPHYUHH,
OCKIABKH BHUSBASIE AMILE IIOCHAEHY €PUTPOIAHY IPOAi-
deparniro.

BasxxanBuM eTanom € AuepeHIiiaabHa AlaTHOCTHKA
31 CIIPaBXXHbOK IOAIMTEMIEI0, IO MA€ KAKOYOBE 3Ha-
4eHHS [K AAS IPOTHO3Y, TaK i AA AIKYBaHHA. AAS ITHOTO
ICHYE aATOPUTM AIarHOCTHKH, 3aCHOBAaHMM Ha IreMaro-
AOTIYHMX 1 IJUTOT€HETHYHHMX AOCAIAKEHHSAX Y BUTASAL
CTaHAApTH30BaHKX 6A0K-cxeM (puc.1) [2, 13, 14].

Caip 3a3HAYMTH, IO AIArHOCTHMYHI KpHTepii
CIIPaBXXHbOI MMOAIIIMTEMII Ta KOMIIEHCATOPHOI IIIOKCHY-
HO-3yMOBAEHOI BTOpHHHO]I epuTporuTeMii Ha TaAi XO3A
€ IIEBHOIO MIPOI0 B3aEMOBHMKAIOYHMMH, OCKIABKH Aia-
THO3 CIPaBXKHBOI MOAIIUTEMI] IIOTpeby€e BUKAIOYEHHS
¢axTopiB pU3NKy BTOPUHHOI €pUTPOLUTEMIi, SKUM €
rinoxcis Ha TAi XO3A.

Y KAIHIYHOMY BHITAAKY OIMCaHe MOEAHAHHSA ABOX
IIATOAOTIYHMX CTaHIB: CIPaBXHDbOI IOAIUTEMII Ta
XO3A, 3axBoproBaHH, IO XapaKTePH3Y€ETbCS XPOHIiY-
HOI0 AMXaAbHOX HEAOCTATHICTIO, O € GaKTOPOM PU3H-
Ky BHHHMKHEHHS BTOPUHHOI epuTponuTemii. Taxum
YMHOM, HABEACHMH KAIHIYHUHM BMIIAAOK AEMOHCTDPYE
BOKAMBICTD KOPEKTHOTO BCTAHOBACHHS NPUYUHH IIiA-
BUIEHHs PiBHSA ePUTPOIHUTIB Ta reMOrAobiny y maries-
TiB i3 XPOHIYHUMH 3aXBOPIOBAHHAMU AUXAAbHOI CHCTe-
MH, IO CYIPOBOAXYIOTbCA XPOHIYHOKI AMXAABHOIO
HEeAOCTATHICTIO.
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I'emorso6ia >185 /i gas goaoBikiB Ta >165 r/a 1 kiHOK, 260 piBeHb reMorI06iHy, 260
reMaToRpHUTy >99% pedepeHTHOr0 3HAUEHHS 3@ BIKOM, CTATTIO Ta MICIIEBICTIO TPOKHBAHHS,
a6o 30iIbIIeHHs] MacH epUTPONHTIB moHAX 25%, a6o remMorao6im>170 r/a ans wosoBikiB
Tta> 150 r/n ansa xKigok, 3a 3pocTaHHAM iforo piBHEsS>20 /1 Bia BHXiZHOT0 3HAYeHHS] NPH

BimcyTHocTi Kopekmil nedinuTy 3amiza

Busnauennsa:
- TIOTIOHOMATIHHA?; ~  CHPOBATKOBOIO €PHTPOIOETHHY,
J1060BOro 06’ €My BKHBAHHS PIJIHHH; - CKPHHIHT Ha HasBHICTh MYTaIliil FeHa

- caTypauii ra3iB KpoBi; JAK2V617F

JAK2 V617F JAK2 V617F JAK2 V617F JAK2 V617F

[IO3UTHBHHH MIO3HUTHBHHH CTaTyC, HETaTHBHHH CTaryc HEeraTHBHUH CTaryc

cTaryc Ta ajle HOpMaJbHHIT a0 Ta 3HIDKEHHI! piBEHb Ta HOPMAaJbHUI abo

3HIDKCHHI PIBEHb 30LIbIIEeHHIT PIBEHD €PUTPOIIOECTHHY MIIBHINEHHI piBeHb

€PHTPOIIOCTHHY €PHTPOIIOETHHY ‘ €PUTPONOETHHY

CrpaBxHA [TomirmureMis i3 Tomimuremis CII manoiiMoBipHa

OMIIUTEMIS BHCOKOIO MOKTHBA

J L IMOBIPHICTIO J L

IIpoBenecHHA IIpoBeneHHA CKpHHIHT Ha CKpHHIHT Ha

TpenaHoGiomncii He TpenaHoGioncii HagBHICTh MyTamii 12 HasBHICTh MyTamii 12

000B’A3K0Be PEKOMEHIOBaHE ex30Hy JAK2 + ek30Hy JAK2 +
PEeKOMeHIOBaHe PeKOMeHIOBaHe
IIPOBEICHHS NIPOBEIEHHA
TpenaHoGiomncii TpenaHoGioncii

!

CKpuninz Ha HasgéHicms mMymauii zena VHL, aka acouiroemuocs 3i cimetinowo noniyumemicio /

6U3HAYUEHHS NPUYNUH 6IMOPUHHOT noniyumemii:
MPOBeIEHHS peHTreHorpadii opratiB rpyIHoi HOPOKHHHHA (KapaioMeralnis, eM¢izeMa JIeTeHb);

~ TpOBEJEHHS YIbTPAa3BYKOBOTO JOCTIKEHHS OpPraHiB YepeBHOI NMOPOXHHHH (KICTH HHPOK,
My XJTHHH HHPOK Ta HA/THUPHHKIB);

- JIOIUTepiBChbKe JOCIIDKEeHHS HUPKOBHX apTepiil (cTeHO3);

- KOMI'IoTepHa  ToMorpadid  TIoJOBHOrO  MO3Ky  (arpio-BeHO3Ha  MaibdopMamist
reMaHrio06IacToMa MO304Ka);

~ IpOBeINeHHS JOCTLKeHHS (QYHKIIiH JereHp (XpoHidHE OOCTPYKTHBHE 3aXBOPIOBAHHS JIereHb,
OOCTPYKTHBHE Hi9HE aITHOE);

- exokapaiorpadisa (IHTpakapaiadbHi IIYHTH).

CkpuHiar Ha HagBHicT BCR-ABL Tpanckpunry.

CkpuHiHr Ha HasiBHicTh MyTamii MPL515.

Puc. 1. Anzopumm diazHocmuku cnpaexHvoi nosiyumemii [14].

3 opHoro 60ky, HasBHicTs y marienta XO3A p03-
BOASIE IPUITYCTHTH PO3BUTOK y HBOTO BTOPHMHHOI
TiMOKCHYHO-3yMOBACHOI epHTporuTeMii. 3 iHIOro
60Ky, BIACyTHICTb y MaIji€HTa TSDKKOI AUXAABHOI HEAO-
CTATHOCTI Ta BEHTHAALINHOI HEAOCTATHOCTI TSDKKOIO
CTyIeHs, 3MyUIyIOTb 3apyMmarucsa, dun moxe XO3A

IIOMipPHOI TSKKOCTI IPU3BECTH AO PO3BUTKY €PUTPOLIHU-
Temil. Kpim Toro, ckapru narienTa Ha 60AK0Yi IOKOAIO-
BaHHS B KIHUMKAaX IIAABLIB YK, CBepOLK MIKipH mpu
MPUAHATTI AYIIy, OYepPBOHIHHS WIKipH 00AMYYS 3a
tunoM maetopy, neperecese I'TIMK - cumnromu, mo
HEYACTO CIIOCTEPIraloThCs NMPU BTOPUHHINA €PUTPOLIHU-

=—— ASTHMA AND ALLERGY . 3 . (25) - 2026

ISSN 2307-3373



KNIHIYHUIA BUNAROK

Temil. Y TOJl Xe 4Yac, 6e3yMOBHO 3BepTAiOTh Ha cebe
yBary HAABMCOKI MOKA3HUKH piBHS remoraobiny (225
r/A), Kiabkocri epurpouuris (6,53 T/A), rematokpura
(66,5 %), mO € OAHMM i3 «BEAMKHX>» AlarHOCTHYHKX
KpHUTEpIiB CPaBXXHbOI MOAIIIUTEMI], @ SHIKEHHUM PIBEHb
epPUTPOIMOETUHY — «MAAMI>»> AlarHOCTUYHHI KpUTepii
nporo crany (puc.1) [4, S].

BucrHoBku. Xnu6Ha AyMKa IIpo Te, 1[0 ePUTPOLH-
teMis mpu XO3A HOCUTb BTOPUHHHI KOMIIEHCATOP-
HUH XapaKTep, MOXKe IPU3BOAUTH AO TiIIOAIaTHOCTH-
KU CIIPAB)XXHIX IPHYMH ITIABUIIEHHS PiBHS €PUTPOLIH-
TiB Ta reMorao6iny y xsopux Ha XO3A. Hacripasai xx,
nepea AiKapsIMHU ITOCTA€ 3aAdYa PeTeAbHOI AdpepeH-

I1iaAbHOI AJaTHOCTMKH BTOPMHHOI epUTPOLUTEMI] Ha
TAl XO3A, 30KkpeMa, 3i CIIpaBXHbOIO TOAIITUTEMIEO.
BiarepMiHOBaHa AlarHOCTHKA CIIPaBKHbOI IOAIIUTE-
Mil MO>Ke TPU3BECTU AO BUHUKHEHHS TSDKKUX YCKAAA-
HeHb, HATIPHKAAA, TPOMOO3Y CyAHH FOAOBHOT'O MO3KY
tomo. CmiBcTaBaeHHS TspKKocTi mepebiry XO3A,
BUPA3HOCTI AMXAaAbHOI HEAOCTATHOCTI i3 MO>XXAMBIcC-
TI0 BUHUKHEHHs BTOPUHHOI epUTPOLUTEMI], @ TAKOXK
OLIIHKA HAsBHOCTI OCHOBHHMX AIaTHOCTUYHUX KpHUTe-
PiiB CIIpaBXHDOI MOAIIMTEMII, HAIPAaBACHHS IAlji€H-
Ta AO PaxiBI-reMaToOAOra AAS BepuiKallil AlarHo3y,
AO3BOASIE BYACHO MIOTO AlaTHOCTYBAaTH Ta PO3MOYATH
BIATIOBIAHE AIKyBaHHS.

DIFFERENTIAL DIAGNOSIS OF SECONDARY ERYTHROCYTOSIS
AND POLYCYTHEMIA VERA IN PATIENT WITH CHRONIC OBSTRUCTIVE

PULMONARY DISEASE
0. V. Myronenko, Yu. V. Huba

Dnipro State Medical University, Dnipro, Ukraine

Abstract. The article is dedicated to the problem of differential diagnosis between secondary erythrocytosis and polycythemia vera
in patients with chronic obstructive pulmonary disease (COPD).

The aim. To demonstrate, through a clinical case study, the importance and specific features of differential diagnosis between
compensatory (hypoxia-induced) secondary erythrocytosis and polycythemia vera, a primary myeloproliferative neoplasm, in
patients with COPD.

Results. The article presents a case report of a 64-year-old male patient hospitalized in admitted to a neurological neurology
department with an acute ischemic stroke. Concurrently, during the examination, the patient was diagnosed with a concomitant
condition: COPD, GOLD 2, Group B. In addition, plethoric syndrome, complaints of erythromelalgia, and pruritus after
showering (aquagenic pruritus) were revealed. Laboratory tests recorded confirmed alterations in hematological parameters
(hemoglobin - 225 g/L, red blood cells - 6.53*1012/L, hematocrit — 66.5 %), as well as a significant decrease in serum
erythropoietin levels (< 1 mIU/mL). Molecular genetic testing confirmed the presence of a somatic point mutation in exon 12 of
the Janus kinase 2 gene, and a bone marrow trephine biopsy verified the diagnosis of polycythemia vera. Furthermore, the article
analyzes current insights into the pathogenetic mechanisms of development and differential diagnosis of erythrocytosis of various
etiologies.

Conclusions. The coexistence of COPD and polycythemia vera represents a complex diagnostic challenge, as the presence of
pulmonary pathology often mistakenly biases clinicians toward interpreting erythrocytosis purely as a secondary compensatory
process. Timely comparison of the severity of respiratory dysfunction and the degree of erythremia, evaluation of erythropoietin
levels, and referral to a hematologist help avoid the underdiagnosis of dangerous myeloproliferative disorders and prevent the
development of fatal thrombotic complications.

Key words: chronic obstructive pulmonary disease, secondary erythrocytosis, polycythemia vera.
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