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B cmambe npedcmasneHbl KIUHUYeCKUe U 1abopamopHbie Kpumepuu omaudusi nepeuyHol u mopuyHol nomuyumemuu, nepe-
yucneHb! MPUYUHbI 803HUKHOBEHUSI U Knaccughukayusi emopuyHol nonuyumemuu. OnucaH KIuHUYecKud crydat emopuyHol nomuyu-
memuu cMewaHHo20 eeHesa, nodmeepx0eHHbIl nabopamopHbIMU Memodamu (yposeHb 3pUMPONo3IMuHa 8 Cbieopomke, onpedere-

Hue Jak2 V617F mymauyuu).
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The article presents the clinical and laboratory criteria of differences of primary and secondary polycythemia, causes and classification
of secondary polycythemia. A clinical case of secondary polycythemia is presented, confirmed by laboratory tests (serum erythropoietin

level, the definition of Jak2 V617F mutation).
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MonvuuTeMmen HasbiBalOT yBEMYEHNE reMaToKpu-
Ta (HCT) Bbilwe HOpManbHbIX 3Ha4YeHUN: Bbille 47%
A1 XXEHWMH 1 52% [ana My>X4uH. YBenmyeHme remo-
rnobuHa u remaTokpuTa OTpa)kaeT HapylueHWe Hop-
MaslbHOr0 COOTHOLIEHUS 3pUTPOLMTOB M naasmbl. O6
OTHOCUTENbHOM MONNLETEMUM TOBOPSAT, KOrAa CHUXa-
eTcs o6beM nnasMmbl, HanNpuMMmep, Npu cuHapome larc-
beka (Gaisbdck), koTopbli HabnopgaeTcs y TYYHbIX
MYXUUH C apTepuanbHON rMnepTeH3nen, Kypuiblim-
KOB. MpW UCTUHHOW MOANLUTEMWUM MPOUCXOAUT yBe-
NMYyeHne Konm4yecTBa 3pUTpoOUMTOB. YacTto npocToe
n3MepeHue remornobmHa u remaTokpuTa He nomMoraet
OT/INUYNTb 3TN COCTOSIHUSA, a TpebyeTcsa 6onee TOYHOro
n3MepeHus obbemMa 3pUTPOLUTOB PaaNOM30TOMHbLIMU
MeToAaMM.

MepBbIli BONPOC, KOTOPbIN BO3HWKAET nMpu obHapy-
XEHMWN MOBbIWEHNS reMaToKpuUTa — KakoW reHes no-
nmuyutemMumn [1]. NepBnyHaa noanUUTEMUA — pe3ynb-
TaT MyTauuM remMorno3TUYECKON CTBOJSIOBOWM KJIETKM
WAN NpealecTBEHHUKOB 3pUTPOLMTOB, MPUBOAALLMUN
K HakonneHuwo sputpouuntoB. OaHoOM M3 yacto 06-
HapyXuBaeMmblX siBnseTcs MyTauums Jak2. BTopuuHas
MONIMUNTEMUSA MOXET ObiTb BPOXAEHHOW U npuobpe-
TEeHHOM, HO B 06oux cnyyasx ABASeTCs pe3y/ibTaToM
BO34ENCTBUS LUPKYINPYOWKNX HakTopoB, He3aBUCU-
MbIX OT (PYHKLMOHUPOBAHUSA reMono3TUYECKNX npea-
LEeCTBEHHMKOB.

MpUUYMHBbI BTOPUYHOW NONULUTEMUN

MonnuntemMmnsi C MNOBbILLIEHHOW BbIPa6oTKOM
3pUTPONO3THMHA. MNOBbILLEHHAS CTUMYNSALUSA SPUTPO-
WAHOIO pOCTKAa MOSABNAETCA B OTBET Ha JIOKAbHYHO
WM FreHepasn30BaHHYI FTUNOKCUIO:

- CHMXXEHWE COoAep)XaHWsA KUCIopoda B OKpy’Kato-
leM Bo3ayxe (AnMTeNnbHOe npebbiBaHME B BbICOKO-
ropoe);

- XpoHu4yeckasa o6CTpykTMBHas 60ne3Hb nerkmx
(HapyweHHbIW ra3006MeH, BbICOKMI KO3IDDULMEHT
BEHTUNAUNS/Nepdy3uns);

- aNbBeONSAPHAsA MTMMNOBEHTUNSALUNS NMPU HapyLIEHUN
puTMa AbixaHusa (HOYHOE arnHo3) uan npu 60nbLIOM
n3nuwHeM Bece (cmHapom MukBuKa);

- cepaedHo-cocyaucTble 3aboneBaHus, nNposiBns-
rownecs c6pocoM KpoBM cripaBa HaneBo B cepale;

- aHoManuu remMornobuHa C NOBbILWEHWEM CPOA-
CTBa K KWCOpoAy M BpPOXAEHHble HapyleHus B
CTpyKType remornobuHa, KoTopble MOryT MpuMBO-
AVTb K obpa3oBaHuio MeTremornobuHa. Mpumepamum
SABMSAOTCS MyTauus reHa Xunnenb-JlnHagay (Hippel-
Lindau) u «yyBawckas» nonmuntemusa (Chuvash
polycythemia), ayTocoMHO-peueccuBHas MyTauus
B reHe Xunnenb-JinHgay, Bbi3biBatlolWwas 4yepes ue-
MOYKY W3MEHEHMUI MOBbIWEHME YPOBHS 3pUTPOMNO3-
THa [2];

- obpa3oBaHue kapbokcuremornobuHa npu pabo-
Te B MeCTaX C BbICOKMM COAep>XaHMeM MOHOOKCMAA
yrnepoaa (aBTOMO6UNbHbIE TOHHENN) UAU NPU UH-
TEHCUBHOM KYpeHUMU.

CHM)XeHue KPpoOBOCHAa6>XeHNUA nouvek npnusoaunT
K JIOKaJbHOW MOYEeYHON FMNOKCUWM MPU OTCYTCTBUM
CUCTEMHOM FMMOKCUKN, YTO TaKxXe CTUMYINPYET Npo-
OYKUMWIO 3pUTPOMO3TUHA:

- aTepOoCKepoTUYeCcKoe CyXeHMe NoYeyHbiX apTe-
puUiA UM U3MEHEHME COCYAOB MPU peakuMn «TpaHC-
NAaHTaHT MPOTUB XO3SIUHA»;

- aHeBpU3Mbl aopThl;

- (boKanbHbIA rnoMepyoHeEdDpPUT, XOTS MEXAHU3M
CTUMYNAUNM BbIpaboTKM 3pUTPOMO3TMHA MNpPU AaH-
HOWM NaToNOrMM A0 KOHLA He SICEH.

HeapekBatHas BbipaboTka 3puUTPOMNO3TUHA
Habnopaetca npu pobpokavecTBeHHbIX 3abonesa-
HMAX no4vek (rmapoHedpo3, KUCTbI).
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Onyxonu, xapaktepusylLmecs BblpaboTKoM 3pu-
TPOMNO3TMHA: NMOYeYHble KapuWHOMbI, HaAMOYeuYHNKO-
Bble KapuMHOMbI, HaAMNOYeYHUKOBble aAeHOMbl, MO3-
KeYKoBble reMaHrmobs1acToMbl, renaToMbl, IEMOMUO-
Mbl MaTKM.

CrnopTUBHbIA AOMWUHI 4YacTO NMPUBOAUT K IPUTPO-
uMTO3y (NepenuBaHUS KpPOBU, MPUMEHEHWUE 3PUTPO-
No3TUHA, NPpMMeHeHne cTeponaos). Mpu HasHavyeHun
aHAPOreHOB rMNOroHagHbIM NauMeHTaM Takxe pas3su-
BaeTCs NonmumTemMuns.

MonnynrtemMnss ¢ HenoBbILWEHHOH BbIpaboTKoi
3pUTPONO3THHA

Mpy BPOXAEHHbIX MOMAULUTEMUAX AAHHOM rpynmnbl
MyTaunu NpPOUCXOANAT B reHe, perynupytowem dyHk-
Um0 peuenTtopa 3puTponosTuHa. [lpnobpeTeHHble
COCTOSIHUSI XapaKTepusyloTca MOBbILUEHWEM YPOBHS
MHcynmnHonoaobHoro daktopa pocta-1 (IGF-1), xo-
pOLIO M3BECTHOr0 CTUMY/STOpa 3pUTPOMNO33a U Mnpwu
K06anbTOBOM MHTOKCUKALMKN, TaK Kak KobanbT Takxe
CTUMYSINPYET 3pUTPOMNOI3.

KnnHnyeckne nposieBneHnsi. HesaBnucmmo oT npo-
WCXOXAEHUS, Y NALMEeHTOB C noavuMTeMuen Habnwaa-
€TCS1 BULUHEBO-KpacHas oKpacka KOXHbIX MOKPOBOB U
BMAVMbIX CIIM3UCTbIX 06osiovek (NeTopuyecknii Bua,
CMMNTOM «KpOMuU4bMX rnas»), cumntom KynepmaHa,
npu KOTOPOM MsArkoe Hebo oTM4yaeTca Mo uUBeTy, a
TBEpAOE OCTaeTcs MNPexHUM. LMaHOTMUHbIN OTTEHOK
KOXM W CNn3ncTbiX 06onoyek o0b6yCrnoBfeH MOBbILIEH-
HbIM COAepXaHMeM BOCCTaHOBJIEHHOr0 remornobuHa B
kanunnapax. Cnegyowmim No yactote CUMNTOM — yBe-
nnyeHune ceneseHku (75% cnydaeB) n pexe (25%),
neyeHu, 3a cyeT NOBbILEHHOr0 KPOBEHAMO/HEHNS KX,
a TakXxe pasBUTME B HUX MUEIOMAHON MeTannasuu.
MeHee NoCTOSAHHbIM Npu3HaKkoM 6one3Hn aBnseTcs ap-
TepuanbHas runeptoHus (B 50% cny4aeB), NpUYUHBI
pa3BUTUA KOTOPON He COBCEM SICHbI. 3yA 4valle 6biBaeT
npu NepBUYHON MonuunTEMUU. M3MeHeHne BA3KOCTU
KPOBM MPUBOAMUT K FOSI0BHbIM 6014M, 3aTOPMOXEHHO-
cTn. OCnoXHeHMeM ABNATCA TPOMOO03bI.

JNlabopaTopHas anmarHocTuka. Y AByXx TpeTel na-
LMEHTOB C UCTUHHOM MONMUMTEMUEN YBEINYEHO KO-
NIM4ecTBO nenkoumTos (HeMTpodwuios, HO He NMMdo-
LMTOB) U TPOM6OLUTOB. NpU BTOPUYHBIX NOAULUTEMU-
X 3TOro HeT.

Onsa anddepeHumanbHON AMArHOCTUKKM NEPBUYHOM
M BTOPUYHOM MNONMLUTEMUN B HACTOsILLEE BPEMS MpU-
MEHSAIT TecT Ha MyTaumio JAK2 V617F v onpepenenune
ypoBHS 3puTponostuHa (EPO) [3, 4]. MNMonoxutenb-
Hbllt pe3ynbTaT Ha JAK2 V617F myTaumio U HU3KUN
YPOBEHb 3PUTPOMO3TMHA NMOATBEPXAAET AMarHo3 uc-
TUHHOW nonuumnTemun (sputpemmn). [pu oTpuua-
TenbHoM pesynbTate JAK2 V617F M HU3KOM ypoOBHe
3pUTPOMNO3TUHA peKOMeHAYeTCs NpOBOAUTb TECTUPO-
BaHMe Ha gpyrve MmyTtaumm B 3k30He 12 mn 13 JAK2.
Y naumMeHToB C NOBbILWEHHbIM AW HOPMasbHbIM YPOB-
HEM 3pUTPOMNO3TUHA U HEM3MEHEHHbIM, TaK Ha3blBae-
MbIM, «ANKUM>» TUNOM JAK2 AMarHOCTMPYIOT BTOpPUY-
HY MOSINLUTEMMUIO.

Mpn nokasaTensx reMaTtokpuTa, MpeBbiWaWmnx
52% y MyX4uH 1 47% y XEHWWNH, HeobxoaMMO un3-
MepuUTb 06beM 3pUTPOLUTOB M MasMbl C MOMOLLbIO
paAnoaKTUBHbIX METOK. MpakTuyeckn, 3T0 NpOBOAMNT-
CS peAKo U cunTaeTcs, 4to remaTokpuT 60% u Bbilwe
yXXe yKa3blBaeT Ha NepBUYHbIA XapaKTep noavuute-
MUN.

0N NCKNoYeHUsA T’MNoKCEMNM NPOBOAAT U3IMEPEHME
HacbllWeHNsa KMCNopoaAOM apTepuanbHON KPOBU YPOB-
Ha kapbokcuremornobuHa. HacblweHne KNUCNOpoaoM
apTepuanbHOM KpoBU MeHee 92% unun ypoBeHb Kap-
bokcuremornobuHa B KpoBU Bbilwe 8%, Kak pe3ynbTaT
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KypeHus unu paboTbl B 3arpsi3HeHHOW aTMocdepe,
yKasblBalOT Ha BTOPWYHbLIN XapakTep MNoaMuuTEMUN.
Mpn NnokasaHUsX 3TU U3MepeHUs NPoBOAST BO BpeMs
CHa.

KnuHuuyeckuit npumep. bonsbHon C., 53 roaa. Xa-
nobbl Npy NOCTyNJIeHMEe B OTAeNEHMEe: Ha obLwyto cna-
60CTb, 6bLICTPYIO YTOMISAEMOCTb NMpU O06bIYHON DU3U-
YecKol Harpyske, NMOKpacHeHMe KOXHbIX MOKPOBOB,
MOCTOSIHHOE 4YyBCTBO OHeMeHuMs B o06sacTv npaBoW
CTOMbl, 3N1304bl 601N B NOSICHNUYHON 061aCcTK HotoLe-
ro xapakrepa, He CBS3aHHOW C (U3MYECKOWN Harpys-
KO, rofioBHble 6011, BO3HUKAIOLWME MPU NMOBbILLEHUN
Al no 200/90 MM pT. CT., XOopowo cebs YyBCTBYET Npun
A 130/80 MM pT. CT.

AHaMHe3 3aboneBaHus: CumTtaeT cebssi 60JbHbIM
c 1996 roga, kKorga BnepBble nosiBUIacb cnabocTtb,
YTOMIIEMOCTb, MOKPACHEHNE KOXHbIX MOKPOBOB. Mpu
obcnenoBaHnM BbISBUIN M3MeHeHUs B kpoBu (HB —
19,0 r/%). Habnwopgancs c AMarHo3oM 3pUTPEMMUS.
MpuHuman acnupuH 100 Mr B AeHb, 3Hananpwua Mo
5 Mr 2 pasa B AeHb, CaxapHblii gnabert 2 Tuna KoM-
neHcMpoBan ANeTON.

NMepeHeceHHble 3aboneBaHunsa: TpaBma rpyaHoOu u
OpIOLWHON MNOSIOCTM, pa3pbiB M ypaneHue ceneseH-
KW B pe3ynbTaTte aBTOMO6MNbHOM aBapum B 1986 r.
Onepauna No NoBOAY aHeBPU3Mbl aopTbl B 1996 r.,
OC/NIOXXHEHHAas CMWHaNIbHOrO WHCY/IbTOM C  HUXHUM
napanapes3oM. Xoneumcraktomusa B mMae 2014 r. 'u-
neptoHmnyeckasa 6osesHb ¢ 1999 r., caxapHbli Ana-
6eT 2 Tvna c 2000 r. FeMoTpaHcdy3un: NnepenmBaHui
KOMMOHEHTOB KpoBu B 1986 r. HacneaCTBEHHOCTb: He
oTAroweHa. Anneprosiormyeckmin aHamHes: uunpod-
NOKCaLUMH, HOBOKauH (Cbinb).

MHBanuaHocTb: 1 rpynna c 1996 r., npukKoBaH K UH-
BasIMAHOMY Kpecny.

Kypun 40 net, 6pocun okono roga Hasaa.

Ob6beKkTMBHbIE AaHHble: COCTOsIHME YAO0BNEeTBOpU-
TenbHoe. TenocnoxeHne runepcreHnyeckoe. Poct —
176 cm, Bec — 106 kr. UMT 34,3 kr/m?. KoXxHble Mno-
KPOBbl TMMEPEMMUPOBAHbI, BUAMUMbIE CIU3UCTblEe LKMa-
HOTUYHblE, cMMNTOM KynepmaHa oTpuuaTtesnbHbiii. MNe-
pudepunueckme nuMmdaTnyeckmne ysnbl HE YBENUYEHbI.
Cepaue — rpaHuubl OTHOCUTENBbHOM TYNOCTM cepaua
pacwupeHbl BNeBo Ha 1.5 cM. TOHbl pUTMUYHbIE, NPU-
rnyweHbl. MNynsc 80 B MuH. A/ 140/80 MM pT. CT.
[bixaHne Be3ukynsapHoe, xpunos Het, YA — 17 B
MUH. XXMBOT CMMMETPUYHbI, Y4aCTBYeT B aKTe Ablxa-
Hus, 6e36one3HeHHbIN. MNevyeHb He yBennyeHa. MNMepu-
depnyeckmx oTeKoB HeT.

Pesynbtatel NabopaTOpHbIX W MHCTPYMEHTalbHbIX
nccnenoBaHum:

O6bwmin aHanus kpoBu: He — 17,0 r/%, Dp —
5,56x10%?, Jlerik. — 10800, TpomboumnTbl — 328300,
n/s—1,c/a — 61, numdbountsl — 32, MOHOUNTLI — 3,
303 — 3, 6a3. — 1. 6a3. — 4, COD — 28 mM/u, cBep-
TbiBaeMoCTb — 2 MUH. 30 cek.

O6bwun aHanmM3 MouMm: UBEeT — CB./X, Mpo3pauy-
Has, ya. Bec — 1008, 6enok — 0,132%o0, anutenui
nnockun 2-3 B n/3; nenkouuntsbl 1-0 B n/3p, apuTpo-
untel — 1-0 B n/3p,

AHanuM3 Moy Mo HeyunmnopeHko:
2500/mn, saputpounTtbl — 250 /Mn

Fukemnyecknii npodwune: 8:00 — 3,7 mmonb/n,
13:00 — 4,5 mmonb/n, 18:00 — 4,0 mmonb/n, 22:00 —
4,4 mMonb/n.

Bunoxnmmyeckmin aHanms kpoeu: AJIT — 29 E/n,
ACT — 24 E/n, xonectepuH — 5,17 MMonb/n, Kkpeatn-
HWUH — 51 mkmonwe/n, NAr — 208 E/n, obwmin 6unu-
pybuH — 12,2 mkmonb/n, Ob — 66 r/n, moyeBas K-Ta
297 MKMOnb/A.

nemkounTbl —
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Korynorpamma: NTN — 87%, ATIII — 82,2%, XIla
3aBUCKMMbIN GU6pPMHONM3NH — 8 MUH. 50 cek.

MpoTenHorpamMma: anbbymmHbl — 39,6%, dal-
rnoéynuHel — 2,3%, d42-rnobynMHbel — 6,5%,
B-rnobynuHbl — 8,6%, y-rnobynuHel — 43,0%,

M-rpagmeHTt — 36%.

OKI: CuHycoBbih putm ¢ YCC 63-65 B MUH. [opu-
30HTaNbHOe nosioxeHne 30C (=+1rp.), He uCKto-
yaeTcs yBeamyeHune nesoro npeacepauvs, B III otee-
AeHun cnabooTpuuaTtensHbii 3ybeuy T, B AVF — u3o-
3NEKTPUYHBIN .

FOpMOHbI WNTOBMAHOM Xenesbl: T3 cBoboAHbIN —
4,2 nmonb/n, T4 cBoboagHbin — 147 nmonb/n, TTI —
0,99 MME/n, ATk TNNO — 26,9 Mea/mnO0.

Y3/ opraHoB GpHOLIHON MOJSIOCTU: pa3Mepbl NeYeHu
He yBe/IMYeHbl, cefie3eHKa OTCYTCTBYyeT, MpM3HaKOB
NnopTasnbHOW rMNepTeH3UN U XeNYHOKaMeHHoN bones-
HW HET.

MUP: JAK-2 (myTaumna V617F) He obHapyxeHa.

DpuTtponoatuH: 25 ME/n (Hopma-5,6-28,9 ME/n).

[OnarHos: BTopuyHasa noaAnMUMTEMUA CMeLlaHHOro
reHesa (xpoHu4yeckas 06CTpykTuBHas 6one3Hb ner-
KUX, CnieHakToMusa). FvnepToHuyveckas 6onesHb 2
cTaaun. Puck 4. FmnepTpodus NeBOro xenyaouyka.
XCH 1. CaxapHbin anabeTt 2 TMna, KOMMNEHCUPOBAH-
Hbii. COCTOSIHME MocCne MnepeHeCceHHOro CrnuHanb-
HOIO MHCYnbTa C HMXHWUM napanape3oMm. CocTtosiHue

nocne cnjaeHskTomMmn (1986 r.) M xoneymcTaKToMum
(2014 r.).

Ha BTOpWYHbIN XapakTep MOAULUTEMUN YyKa3blBa-
€T M30/IMpOBaHHOE MOBblWeHWe reMmornobuHa, oT-
cyTcTBue MyTauum Jak2, oTCyTCTBME renaTtoMeranuu.
YpoBeHb 3pUTPONO3TNUHA B AAHHOM C/ly4ae HaxoAuTCs
B npeaesiax HopManbHbIX 3HAYEHUIW U HE MOMOraeT B
anddepeHunanbHOM AnarHoctmke. OnNmMpasch TONbKO
Ha KNMHWYECKME AaHHble HeNb35 UCKIYNTL CUHAPOM
Mancbeka, Tak Kak y 601bHOro AINTENbHbBIN CTax Ky-
peHus, NOoBbILEHHAsA Macca Tena, rmnepTtoHus. Maum-
€HT OTMeYan, 4YTo Nocne Toro, Kak oH 6pocun KypuTb
M noxyaen Ha 15 kr reMornobuH CHU3MNCS, 3TO Takxe
CBMAEeTeNbCTBYET NPOTUB MEPBUYHOro reHesa nosnm-
umMTEMUN,
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