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NCTMHHaA noinmunTeMuns: Ha 4To 06paTVITb BHMMaHWe
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NCTUHHAA NOIMLUTEMMUA: HA 4YTO
oOpaTuTL BHUMaHMKeE

Pe3iomMe

e KO>XXHble NposiBAeHUA NCTUHHON nonnumnTeMmun (UIM) wnpoko pacnpocTpaHeHs.!,

Mo 3TOW NPUYMHE AepMaTosIor 3a4acTyto ABAAETCA NepBbIM CNeunasncToMm,
K KOTOPOMY NauneHT obpaTtuTCca npn faHHoM 3abonesaHun.

e Hanbonee pacnpocTpaHeHHble CUMNTOMbI 1 Npu3Haku UM BkaoYatoT cnabocTs,
BSAJIOCTb, HAPYLUEHMNE BHUMAHUNSA, KOXKHbIN 3y, HOYHYIO MOT/IMBOCTb, BecnpnyinHHoe
CHW>)XeHne MaccChbl Tena, NaeTopy, 3pUuTpoMenanrmio n crijieHoMerasauio.

e [TaumeHTaM C cMMAOTOMaMU /UK NPU3HaKaMKn, XxapakTepHbiMu anga UM, npu
BbISIBJIEHNMN B KJIMHUYECKOM aHasm3e Kposu remornobuHa 6onee 165 v 160 r/n nnum
rematokpuTa 6onee 49 n 48% ANA My>XHYUH N XKEHLWNH COOTBETCTBEHHO —
HeobxoAMMa KOHCYbTauuMsa remMaTonora.

BBepeHue

NI xapakTepun3lyeTcsa 3pnUTPoOLNTO30M, TPOMOOLMTO30M U CNJIEHOMEraamen, KotTopble
pa3BMBalOTCA BCeACTBME MyTaLunn, rnaBHbiM obpa3om B reHe JAK2 [1].

NN cuynTatoT Hanbonee pacnpoCTpPaHEHHbIM MMeNonpoangepaTUBHbLIM HOBOOBpa3oBaHMEM
(MIMH), 3aboneBaemMoCTb KOTOPbIM B 3aBUCUMOCTM OT nonynauun sapbupyet ot 0,4 no 2,8
cny4das Ha 100 000 HaceneHumsa [1].

MMH MoryT 6bITb aCCOLMMPOBAHbI C KOXKHbIMU NpPOosABAEHNAMNU. NoMMMO KOXXHOro 3yaa, UMM,
KaK 1 3CceHumnanbHaga Tpombountemms (3T), MOXKET NpoTeKaTb C NOSBIEHNEM
apuTpoOMenanrum Uin ceT4aToro ameeno.

Mpun 3TOM Hann4me KOXHbIX nposeaeHuin B gebiote 3aboneBaHns ABNSETCA XapaKTEPHbIM
ona nauneHTos ¢ WM. Takum obpasom, NepBbiM CNELNAIMCTOM Ha NYyTU K gnarHosy WM
HepeaKo CTaHOBUTCA OepMaToJsIor, YTO MOBbIWAET BaXXHOCTb MEXAUCLUMJIMHAPHOI O
B3anMoLencTBna onsa naumeHTos ¢ WM. Mo 3Ton npnynHe gepmaTosiory Heobxoammo
MOHMMaTb OCHOBHble Mpu3Haku UM 1 nokasaHna A8 HanpasJieHUA Ha KOHCYJIbTauuio

K remaTosiory.



TUNUYHLbIE NPU3HAKU UCTUHHOM nonuuutemun [3]

KnuHnyeckune nposieneHus UMM BkaoYaloT pasHoOObpasHble CUMATOMbI U MPU3HAKW, B TOM
Yucsie Co CTOPOHbI KOXKMW:
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A3Bbl KOXU

PaCHPOCTpaHeHHOCTb CUMNTOMOB UCTUHHOM noavuureMmmm
KnnHnyeckaa kaptnHa UMM 3Ha4ynTenbHO BapbUpyeT OT NaumeHTa K NauneHTy.

Schreber et al. (2011) B paMkax Baangaumm onpocHNKa OLEeHKM CUMNTOMOB
MuenonpoaudepaTmBHbiX HoBoobpa3osaHun MPN-SAF (The Myeloproliferative Neoplasm
Symptom Assessment Form) oueHWUn pacnpocTpaHeHHOCTb cmMmnTomMos MITH.

B nccnepgoBaHum npuHanm yv4actue 145 6onbHbix UM [4].

Ha puc. 1 oTpa>keHa pacnpoCTPaHEHHOCTb OCHOBHbIX cuMnTOMOB U, oueHKa KOTOopbIX
BXOAMWT B ONPOCHUK A1 MaUNEHTOB C MMenonpoangepaTuBHbIMM HOBOOBpa3oBaHUAMM
(MMH-10). bBonbWwWKMHCTBO NauneHToB (91,7%) oTMmevann Hannyme cnabocTtu.
PacnpocTpaHEHHOCTb KOXXHOIo 3yaa cocTaBnsna 65%. bosee 4eM y NONOBUHLI MaLMEHTOB
TaK>Xe oTMeYdanu npmusHaky obuien MHTOKCUKALNN, K KOTOPbIM OTHOCSAT BAJIOCTb, HOYHYIO
MOT/IMBOCTb W HapyLeHNe BHUMaHMSA. Y MOJIOBUHbI MaLWEHTOB 3aperncrTpmpoBanm 6oam

B KOCTSAX, Y 36% 60/1bHbIX — CHU)XXEHWE MaccChl Tena. Jinxopagky Habnwoganm MeHee 4yem

y 20% naumneHTOoB [4].
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CnabocTth 91,7
KoxHbIW 3yn 65,0
BbicTpoe HacbiweHne 62,1
HapyweHWe BHUMaHUA 61,2
Banoctb 57,9
Ho4yHasa noTnMBoOCTL 57,4

Bonu B KocTAX

MoTepa maccel Tena

47,5

36,2

Nunxopapaka 17,9

PucyHok 1. PacnpocTpaHeHHOCTb CMUMNTOMOB UCTUHHOM nonuuuTemum [4]

BepnpeHue naumeHTa C TUNMUYHbLIMMU NMPU3HaKaMu
noJimuuTeMumm

OcHoBHble cumnToMbl UM aBna0TCsa HecneunduiHbIMM 1 MOryT BbITb OBHapy>XeHbl Npun
OPYTrMX COCTOAHMAX, MO 3TON NPUYMHE NMauneHTy Heobxoamm TuwaTe bHbIN
anddepeHymnanbHbIN oUarHo3.

Ko>xHbin 3y npu UM Bbi3BaH BbiIcBOBOXKAEHMEM rncTammHa n3 6a3oduios, ypoBeHb
KOTOPbIX MOBbILWIEH Ha PoHEe NaHMMeNno3a. Takxe 0CobeHHOCTbIO 3yaa y naumeHToB ¢ UMM
ABNAETCH YCUJI€HNe CUMMTOMaA Mocje TenJsion BaHHbl UK aywa. Y4nTbiBas rmuCTaMUHOBYO
npuvpoay 3yna, CMMNTOM MOXXeT ObiTb KynnMpoBaH Ha hOHE NMpMeMa aHTUIMCTAaMUHHbIX
npenapaTos [2].

K opyrnm Ko>XHbiM nposBiaeHnsam UM oTHOCAT nneTopy (MOKpacHEHUE KOXMK),
3pUTPOMENaNrnio U LumaHos [2].

MauneHTy C TUNUYHbIMN cnMnToMaMun UMM 6e3 apyrux SBHbIX MPUYNHHBIX (DAKTOPOB
cnenyeT BbIMOJIHUTb KJIMHNYECKNI aHann3 KpoBu. YpoBeHb remornobuHa B kpoBu 6osee
165 n 160 r/n nan rematokpuT 6onee 49 n 48% ANA My>XKHYUH N KEHLLWH
COOTBETCTBEHHO — ABAAOTCA OAHUM N3 BonblINX KpuTepues anarHosa UM [1]. Mpwn

NX BbISABJIEHMN NaUNEHTY MOXXeT OblTb MOKa3aHa KOHCY/bTaunsa remaTosiora.

HaBoasLWMMM Ha BO3MOXKHOE Hanmyme UM npusHakamm Takxe SBAS0TCS NoBbilleHne
YPOBHS TPOMBOLIMTOB 1 NIEAKOLIMTOB B KPOBW, aCCOLIMMPOBAHHOE C MaHMuenosom [1].

3aKnvyeHue

Ona UM xapakTepeH paa pacnpocTpaHeHHbIX NprU3HaKoB. K agepMaTosiory nauneHTbl ¢ UM
Yalle Bcero obpalyaloTcsa No NoBoAy 3yAa, YyTOYHUTb fasibHellee HanpassieHne
ONArHOCTUYECKOro NoMcKa No3BoJIAET OLUEeHKa APYTrMX CUCTEMHbIX N JIOKaSIbHbIX



CMMNTOMOB N NMPU3HAaKOB, 4aCTO BCTPEYHaLWLUNXCA NMpn nri.

Hann4ymne xapakTepHOM KAMHUYECKON KapTuHbl UMM 6e3 apyroit BUANMOK NPUYNHBI, Hapaay
C NOBbILLUEHNEM YPOBHA reMaToKpuTa u/unm remornobuHa B KPoBU, yKa3biBaloT
Ha HeobX0AMMOCTb KOHCYIbTaL N remMaTosora.

CnucokK nuTtepaTypbl

1. MenuksH AJl., KospuruHa A.M., Cybopuesa N.H. n ap. HaunoHanbHblE KIIMHNYECKME
pekoMeHOaunm no gnarHoCTuke u sie4eHunto Ph-HeraTuBHbIX
MuenonponudepaTmBHbliX 3abosneBaHn (MCTUHHON NONLUTEMUN, SCCEHLMAJIBHON
TpombounTemmnun, nepenyHoro Mmmenogmnbposa) (pegakuma 2020 r.). KnmHn4eckas
oHKoremaTosiorus. ®yHaaMmeHTabHble NCCIeJ0BaHNA U KJIMHUYeCcKas
npakTunka. 2021;14(2):262-298.

2. Dermatologic Manifestations of Hematologic Disease: Coagulation Disorders,



Cutaneous Manifestations of Anemia, Plasma-Cell Disorders and Dysproteinemias.
Published online November 8, 2021. Accessed February 21, 2022.
https://emedicine.medscape.com/article/1096183-overview#a5

3. Polycythemia Vera Facts. Accessed February 20, 2022.
https://www.lls.org/sites/default/files/file_assets/FS13 PolycythemiaVer...

4. Scherber R., Dueck A.C., Johansson P. et al. The Myeloproliferative Neoplasm
Symptom Assessment Form (MPN-SAF): international prospective validation and
reliability trial in 402 patients. Blood. 2011;118(2):401-408.
doi:10.1182/blood-2011-01-328955

732635/JAK/webpage/10.23/0

Term

e [emaTonorus

Source URL:
https://www.pro.novartis.ru/ru-ru/therapeutical-areas/hematology/myeloproliferative-diseas
es/istinnaya-polycythemia/clinical-picture


https://emedicine.medscape.com/article/1096183-overview#a5
https://www.lls.org/sites/default/files/file_assets/FS13_PolycythemiaVera_FactSheet_final5.1.15.pdf

