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PE®EPAT

Ph-HeratmBHble MunenonponugepatMBHble HOBOOOPa30-
BaHua (MIMH) npeacrtaBnaoT coboi rpynny peakux OHKO-
remMaTto/iormyeckmnx 3abo/eBaHUi, XapakTepusyoLNXCa
ANNTENbHBbIM WHOOMEHTHbIM TeyeHuneMm. [aHHble 06 anu-
AeMNOMOrMN  3TUX 3ab0/1eBaHUn B MUPE 3HAYUTE/IbHO
BapbUPYIOT B 3aBUCMMOCTWN OT reorpachmyeckoro permoHa
N cpokoB nccnegoanusa. CocroaBlmiica B Havane 2000-x
rogoB MpPopbIB B NOHUMaHUM natoreHesa MIMH nossonuvn
AetanbHO paspaboTtatb noaxodbl K anddepeHumanbHom
ONArHOCTMKE U NIeYEeHno naumeHToB ¢ Ph-HeratuBHbIMU
MIMH, a TakXke 3HauyuMTeNbHO YNyylNUTb WX MPOrHo3. He-
CMOTPS Ha TO YTO 3TW MoAaxoAbl NponucaHbl B Poccniickmnx
KIMHUYECKUX peKoMeHaaumsax, Bpadm Ao CMX nop cTan-
KMBAOTCA C TPYAHOCTAMU NPU BHEOPEHUN UX B NPaKTUKY.
B HacTofilem o630pe npuBOAUTCHA Noapo6HOEe onucaHue
W aHanun3 gaHHbIX nuTepaTtypbl 06 3NMAEMUONOruum, natore-
He3e, NpUHUMNax AMarHOCTUKK U fiedeHns Ph-HeraTmBHbIX
MIMH. Ha npumepe cutyaumm B CaHkT-INetepbypre paccma-
TPMBAIOTCA CyLlecTBylOLWMe NMPo6IeMbl C BeAeHMEM nauu-
eHToB C Ph-HeratuBHbiMn MITH B Poccumn, a takxe npeg-
CTaB/ieHbl BO3MOXHbIE MyTU UX PELUEHUS.

KnioueBble cnoBa: mvenonponudepaTnBHbie HOBO-
o6pa30BaHuns, UCTUHHasS NONULMTEMUS, SCCEHLMaNb-
Has TPOMOOLMTEMUS, NEPBUYHBIN MMenodnépos.
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MYELOID TUMORS

Ph-Negative Myeloproliferative
Neoplasms: Diagnosis and Treatment
Challenges in Russia (the Case of Saint
Petersburg)
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ABSTRACT

Ph-negative myeloproliferative neoplasms (MPN) are rare
oncohematological diseases characterized by long duration
andindolence. World epidemiological data onthese diseases
considerably vary depending on geographical area and time
frame of the study. The breakthrough in the understanding
of MPN pathogenesis, observed in the early 2000s, enabled
to elaborate approaches to differential diagnosis and
treatment of Ph-negative MPNs as well as to improve their
prognosis. Although these approaches are specified in the
Russian clinical guidelines, physicians still face challenges
in their implementation in practice. The present review
provides a detailed description and analysis of literature
data on epidemiology, pathogenesis, and principles of Ph-
negative MPN diagnosis and treatment. It also describes
the situation in Saint Petersburg as an example of existing
challenges in management of patients with Ph-negative
MPNs in Russia and offers potential solutions.
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BBEJEHME

MuenonposiudepaTuBHble HOBooOpa3oBaHus (MIIH) —
rpynna OIyxoJieBblX 3abo0JieBaHUN CHCTEMbl KpPOBH,
Cy6CTpaTOM KOTOPBIX CJAYKaT MHUeJOUJHble KJIETKHU C
NpU3HAKaMU COXpPAaHHOM TepMUHaJbHOU [JuddepeH-
yupoBkd [1]. CorslacHo kyaccudukanuu BceMupHoi
opraHusauuu 3apaBooxpaHeHus (BO3) 2016 r, MIIH
NOJpa3/e/AlTCs Ha HCTUHHYH noaunutemuto (UII),
acceHUMaNbHYI0 TpoMbonuTeMuto (IT), nepBUYHBIN MUe-
noduopos ([IMP), xpoHudeckuit muesnosnerkos (XMJI),
a TakXe HEKOTOpble Jpyrye, peJKo BCTpedaroliuecs
BapuaHThl U Heksaccuduuupyemble MIIH [2]. Y 6oub-
MHCTBA nayueHToB ¢ XMJI BhisBJseTcsa ApaiiBepHas
myTanus BCR-ABL1 (unagenbduiickas xpomocoma, Ph),
nostomy UII, 3T u [IMP o6beauHstoT B rpynny MIIH, He
accoMUPOBAaHHBIX € ¢uaafenbPUCKOR XpoMOCOMOH
(Ph-neratusHbie MITH).

O6melt xapakTepucTukod Bcex MIIH sBaseTca
KJIOHAJIbHBIM reMomo33, 06yC/J0BJeHHbIH COMaTHYeCKON
MyTalel B CTBOJIOBOM KpoBeTBOpHOU kieTke [3]. Cpeau
KJMHUYECKUX TpOsIBJIEHUN 4dallle BCEro OTMeyarTCs
NOBBILIEHHAs KJIETOYHOCTb KOCTHOT'O MO3ra, U3MeHeHUs
nokKasaTesiell nepudepryeckoll KpoBHU U CKJIOHHOCTb K
KpOBOTEeYeHHAM U TpoM603aM. B 6o/bLIMHCTBE cilydaeB
KJMHHU4Yeckoe TeueHue MITH fnuTenbHOE M HH/I0JIEHTHOE,
XOTsl y HeOOJIbIIOM YacTU MNaLUeHTOB 3aboJieBaHUe
MOXeT TpaHCHOPMHUPOBATbCA BO BTOPUYHBIN OCTpBIH
MHEJIOUIHbIN JIEHKO03.

nnaeMuonorua

JlanHble 0 3a60JIeBaeMOCTH W pPacHpoCTPaHEHHOCTU
pa3/IM4yHbIX Ho3oJsorudeckux ¢opm MIIH ypesBblyaliHO
NPOTHUBOPEYMBBI: B pa3HbIX HCCIE[OBAaHUAX U peru-
CTpax NnokasaTesIM MOTYT pasinyaTbcs B 10 pa3 u 6oJsiee
(Tabus. 1).

CyliecTByeT HECKOJIBKO OOCTOSITEJbCTB, KOTOpbIe
MOTYT OOBSICHUTb TakKue pas3/uyusl B 3a60/1eBaeMOCTH.
Bo-nepBbIX, B OT/[eJbHbIX peruoHax JeHWCTBUTEJIbHO
MOKeT UMeTb MeCTO 60Jiee BbICOKasi 3a60J1eBaeMOCTb, CBsI-
3aHHas C 0CO6eHHOCTSAMU NONMYJAALUU UJIH BO3/IeHCTBUEM
3THOJIOTUYEeCKHUX (aKTOpPOB, OJHAKO 3TH BO3MOXHbIE
daKTophkl 10 CUX TOP He oNpeiesieHbl. Bo-BTOPBIX, B psjie
WcClelOBAHUM OLleHUBAJIMCh NALUeHTbl, Yy KOTOPbIX
JinarHo3 6bL1 noctassieH o 2005 r. (koraa, mocjie BbIsIB-
JieHUs1 posivu MyTauuu JAKZ, u3MeHUJIUCh peKOMeH a1
no JAuarHoctuke u Bepudukauuu MIIH). B-TpeTbux,
XpoHUYecKoe TedyeHHe MHorux MIIH npuBoguTt k TOMmy,
YTO 3a60JieBaHUe HepeJKO NPOoTeKaeT 6eCCUMITOMHO B
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TeyeHre MHOTHUX JIeT U ero BbIsIBJIEHUE MOXET ObITh CJIy-
yalHbBIM. B pesysnbraTe oduipanbHble NoKasaTeau 3a60-
JIeBaeMOCTH U paCIpOCTPaHEHHOCTH HUKe peabHbIX U BO
MHOI'OM OTPa)KalT Pa3BUTOCTb U JJOCTYIHOCTb CUCTEMbI
3/lpaBoOOXpaHeHUsl OT/e/bHbIX cTpaH. Tak, B llIBenjuu c ee
XOPOIIO HaJlaXKeHHOW MeIUIMHCKOW MHPPACTPYKTYpOH,
M03BOJIAOIEH NPOBOAUTh CKPUHUHT y GOJIBIIOrO YMCIaA
rpak/iaH, 3aTeM 06pabaThIBaTh pe3yJbTaTbl CKPUHUHTA
Y NepejiaBaTh BCI0O NUHPOPMALMIO O BHOBb BbISIBJIEHHBIX
NalMeHTaX B COOTBETCTBYIOIME PErucTphl, NoKasaTe 1
3a60J1eBaeMOCTH U pacnpoctpaHeHHocTH MIIH B nesom
OJIHU U3 CaMbIX BBICOKMX B MUDE.

K coxxanenuto, Ha cerogHsa B Poccum HeT pocro-
BEPHBIX 3MUAEMHOJOTUYECKUX JaHHBIX OTHOCHTEJbHO
Ph-nHeratuBHbix MITH 1o npuynHe OTCYTCTBUS UX CTATH-
cTh4YecKoro yderta. B MexayHaposHOH Kiaccudukanuu
6osie3Heit 10-ro nepecmotpa (MKB-10) Ph-HeraTuBHbBIE
MITH koxupytoTcsi 6ykBol «D» (D45 — ucTUHHAsA MOJH-
yutemus, D47.3 — 3cceHnManbHas (reMmopparuyeckasi)
TpombonuteMusi, D47.4 — octeomuenodpubpos, B T. 4.
XPOHUYECKUN unonaTuieckuit muenodpu6opos). [lo atoi
Npu4rHe, B oTindve oT XMJI, OHM He YYUTBIBAIOTCS NIPU
aHanu3e 3a00JIeBaeMOCTH HacesleHUs] 3JI0KayeCTBeH-
HbBIMM HOBOOOPa30BaHUSIMM, B KOTOpbIM MONAaZJAOT
TOJIbKO 3aboJsieBaHUsl, KojupyeMble OykBOH «C». Jnu-
JleMHOJIOTMYeCKUX MPOCHEKTUBHBIX MOMY/ISALMOHHBIX
uccnefoBaHUM 1o 3abosieBaeMocTH Ph-HeraTHBHBIMU
MIIH o HacTosiero BpeMeHU B Poccun He NpoBOAMIIOCE.

[To JaHHBIM PeTPOCHEKTUBHOIO IOMYJSLIMOHHOIO
aHanu3a, nposegeHHoro B PocHUUI'uT B CaHkTt-
[letepbypre B 2004-2013 rr, mepBu4Has 3aboJjieBae-
MocTb 3T cocraBssiia B cpefHeM 1 cayyail (guama3oH
0,6-2,1 cayyasi) Ha 100 000 nHacenenus B roa, UIT — 0,83
(amamason 0,5-1,15), IM® — 1,01 (auamnasox 0,65-1,35)
[9]. [To maHHBIM JUCAaHCEPHOU TPyINbl aMOyJaTOPHOU
reMaToJIOruyecKou CIYKOBI Cankr-IleTepbypra,
B 2019 r. B ropofie Ha y4yeTe cocTosao 2174 nayueHTa C
Ph-neratuHbiMu MIITH, 4TO cocTaB/ifieT 4y Th MeHbLIE '/,
BCex HabJl0/jaeMbIX B aMOy/1IaTOPHOM reMaTo/I0THYeCKON
cayxbe nauveHToB. Ecau akcTpamosiMpoBaTh JaHHbIe
no pacnpoctpaneHHoctd MIIH B Cankrt-IleTepbypre Ha
Poccuiickyto ®enepaliyio, 061ee KOJIMYeCTBO NaleHTOB
B CTpaHe MOXXeT cocTaBJsATh 60siee 60 000 yesi0BeK.

B coorBeTcTBUM co cTaTbedt 44 PefepanibHOTO 3a-
koHa Ne 323-®3 or 21.11.2011 r. «<O6 ocHOBax oXpaHbl
3/10pOBbs rpaxk/iaH B Poccuiickoit ®eepanuu», peIKUMHU
(oppanHbIMU) 3ab60JieBaHUSIMU  SIBJAAIOTCA  3aboJe-
BaHUs, KOTOpble HMeIT PacnpoCTPaHEHHOCTb He GoJiee
10 cnyvaeB Ha 100 000 Hacenenus [10]. Ha ocHoBaHUU
vMewllelica MHbOpPMALMU MO PACHPOCTPAHEHHOCTHU
3a6oJsieBaHusA Bce Ph-HeratuBHble MIIH MOXHO oTHecTH
K peakuM (opdaHHbIM) 3a60JIeBaHUSIM.

Ta6nuua 1. 3a6on1eBaeMoCTb U pacnpoCcTpaHeHHOCTb Hanbonee YacTblix hopM Ph-HeraTnBHbIX MIMH, Mo gaHHbLIM pas3HbIX NCTOYHUKOB

3a6oneBaemoctb (Ha 100 000 HaceneHus B rog)

PacnpoctpaHeHHocTb (Ha 100 000 HaceneHus)

Mwup, 1946-  CLUA,1973- EBpona, 1980- Kopes, 2004- Mup,1946-  CLUA, 2008- EBpona, 1980- Kopes, 2004-
MMH 2012 rr. [4] 2011 rr. [5] 2010 rr. [6] 2013 rr. [7] 2012 rr. [4] 2010 rr. [8] 2010 rr. [6] 2013 rr. [7]
T 0,2-2,5 0,7-1,0 0,4-2,0 2,0-3,0 11,0-42,5 38,0-57,0 4,0-24,0 4,1-9,0
mn 0,01-2,6 0,9-11 0,4-2,8 1,0-1,5 0,5-46,9 44,0-57,0 5,0-30,0 2,8-5,4
MM® 0,2-1,0 0,3 0,1-1,0 0,3-0,5 1,8-4,1 4,0-6,0 0,5-2,7 0,5-0,9

MM — uctnnras nonmuutemus; MMH — muenonponudepatmeHoe HoBoo6pa3oBaHue; MM® — nepBuyHbIi Muenogunopos; AT — 3cceHumanbHas TpoMooLnUTEMHUS.
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COBPEMEHHbDIE NMPEACTABJIEHUA

O MOJIEKY/IAPHOM BUOJIOT NN
Ph-HETATUBHbIX MMH U CBA3AHHDbIE
C HUMM noaxoAabl K AMATHOCTUKE

Kputepuu nuarHoctuku Ph-HeratuBHbix MIIH 3Hauu-
TeJibHO u3MeHuauch B 2005 1., Korjga GbLIO MPOJEMOH-
CTPUPOBAHO MATOreHeTHYeCKoe 3HayeHHe MyTalud B
rene JAK2 [11].

TovyeuHas MyTanus (3aMeHa BaJIMHa Ha GeHUJIaIaHUH)
B no3unuu 617 sk3ona 14 rena JAK2 (JAK2V617F) BbisiBJIsA-
etcsy 95 % nauuenTtoB ¢ U1 u y 50-60 % nanuenTtos ¢ 3T
u [IM® [12-15]. B 2007 1. 1ONOJTHUTEIBHO ObLJIN OMHCAHbI
MyTallUM B 3K30He 12 reHa JAKZ, BcTpevatouiuecs y 2-5 %
nauueHToB ¢ UII [16]. UccnenoBaHus mokasasiy, 4YTO 3TH
MyTallM{ BbI3bIBAIOT CTPYKTYpPHbIE NepecTPONKU PYHK-
LIMOHA/IbHOTO MCeBJOKMHA3HOro JoMeHa JH2, koTopbii
SIBJIIETCSI  OTPHULATENbHBIM PEryJIsTOPOM aKTHUBHOCTH
6enka JAK2. 3To npUBOAUT K CTOMKOM, HE3aBUCHMOU OT
LUTOKWHOB aKTUBaUUM curHajibHoro nyTtu JAK-STAT,
OTBETCTBEHHOI'0 3a 3KCIPECCHUI0 T'eHOB, PEryJIUpPYIHUX
nponudepanuio, aAubdepeHIUPOBKY U  BbDKUBaHHE
kJ1eToK. TakuM 06pa3oM, ObLJI0 OKa3aHO, YTO OCHOBHBIM
¥ HauboJiee pacHpoOCTPaHEHHbIM IATOTeHeTHYeCcKHUM
MexaHu3MoM Ph-nHeraTtuBHbix MIIH sgBJsieTCS IMTOKHH-
HE3aBUCHUMbBIN POCT KJIETOK, 0OYCJOBJEHHBINA MyTaluen
JAK2, koTOpbIii IPUBOAUT K MOBBILIEHUIO Tpoudepanuu
Y YBeJMYEHUI0 KOJMYECTBA 3PUTPOLUTOB, JEHKOLMTOB
Y/Wu TPOMOOLUTOB B epudepuieckoil KpoBHU.

JlanbHelMe Hccae0BaHUs, B T. 4. C IPUMeHeHHeM
CEKBEHUPOBAHUS HOBOTO IIOKOJIEHHS, TTO3BOJIMJIN TaKXKe
YCTAaHOBUTb JpaliBepHOe 3HauyeHUe MyTallud B TeHe
penientopa Tpom6onoaTuHa (MPL) y 9 % mnaunueHTOB C
JAK2-veraTtuBHbIM [IM® uy 1-5 % — c JAK2-HeraTUBHOU
JT, a TakkKe 3HaYeHUe MYTallM{ reHa KaJlbpeTHKY/JIUHA
(CALR) y 35 % mnanuenToB ¢ [IM® uy 25 % — ¢ 3T
[17-20]. KpoMme Toro, XO0Tsl U HECKOJIBKO pexe, ¥ 60JIbHbIX
MIIH BrisiBsitoTCA MyTauuu renoB TETZ, DNM3A, ASXLI,
IDH1/IDHZ, EZH2 v pp. [11].

BaXHO OTMeTUTb, YTO B OTIMYHE OT MyTaluu
BCR-ABL1, naTorHOMOHUYHOU f1y1s1 XMJI, HU oZiHa U3 mepe-
YHCJIEeHHBIX MyTalMi HecrieliudUyHa JiJisi TOr0 UM UHOTO
BapuaHTa Ph-HeratuBHbIX MIIH U HEe MOXKeT IPUMEHSATHCS
C LleJIbI0 pa3rpaHUYUTh 3THU cocTosiHuA. Kpome Toro,
y 10 % naunenToB ¢ 3T u [IM® no-npexxHeMy He yzaeTcs
UaeHTUPULUPOBATH ApaliBepHble MyTauuu [11, 21].

B HacTrosee BpeMs B Poccuy, Kak U B 60JIBLIMHCTBE
CTpaH MHpa, PeKOMEeHJ0BaHO JAuarHoctuposaTb Ph-
HeratuBHble MIIH B cooTBeTcTBUM ¢ KpuTepussmu BO3
2016 r. [22, 23]. [locTaHoBKa guarHo3oB UII, 3T u [IMQ,
a TakKe npoBefieHHe AU depeHIMaNlbHON JUAarHOCTUKHU
MeX/Jly HUMU OCHOBBIBAIOTCS Ha KOMIIJIEKCHOM OlleHKe
KJMHUYECKUX, MOpP}OJOTUUYEeCKUX U  MOJIEKYJISpHO-
reHeTUYeCKUX MNPU3HAKOB. /lJIs TOCTAaHOBKM JHarHosa
TpebyeTcs NpoBeJileHUe JIabopaTOpPHBIX MCCJe0BaHUM
nepudepuyeckoil KpoBH, NaToMopdosioruyecKoe Mccie-
JloBaHHe KOCTHOTO MO03ra, a TakXe NpoBeJleHUue MOJIeKy-
JISPHOTO TeCTUpPOBaHuUs (TabJ1. 2).

Juarno3 HUIl ycraHaBiuBaeTcsa NpU HaJIW4YUU Tpex
60JIbIIMX KPUTEPUEB WJIM MEPBBIX ABYX OOJIBIIMX U Ma-
Joro kputepueB. [Juarnos 3T cTaBAT NpU HaJIMYUU BCEX
YyeTbIpex 60JIbIINX KPUTEPHEB U/ IEPBLIX TPEX O0JIbIINX
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U Masioro kputepues. [ns Bepudukauuu guarsosa [IMO
(mpedubpo3HOM MM pa3BepHYTON cTaguu) TpebyeTcs
HaJInuMe BcexX TpeX GOJIbIIUX KPUTEepHEeB U, 10 MeHbLIeH
Mepe, OJHOTO MaJIoro KpUTepHs, NOATBEPKAEHHOI'0 KaK
MHUHUMYM B JIByX OoNlpe/ieJIeHUsIX.

O6paiaeT Ha ce6s1 BHUMaHHUe, 4YTO, COIVIACHO JaHHbIM
KpUTepUsM, naToMopdosioruyecKoe UccjaeoBaHue KOCT-
HOT0 Mo3ra fIBJIIeTCsl 00513aTeJIbHbIM, 6€3 KOTOpPOro HU
o/iMH U3 BapuaHToB MITH He MokeT GbITh BepUUIIUPOBAH
(puc. 1) [22, 23]. Uck10ueHHEe MOTYT COCTABJASATh TOJIbKO
NaLMeHTbl CO CTOMKUM 3pUTPOLUTO30M M YPOBHEM re-
Morio6uHa 6osiee 185 /1y My>K4UH U 165 /11y )KEHILUH,
[IpU HAJIMYMU MyTalUU B reHe JAKZ v CHUXKeHUHU YPOBHA
aputpomno3sTuHa. OAHAKO caeyeT MOMHUTB, 4yTo 1o 20 %
nanuveHToB ¢ MII uMelOT Haya/lbHYIO cTelleHb GUOPO3a,
KOTOpBbIA MOXHO OOHapy»XUTb TOJIbKO IO pe3yJbTaTaM
TUCTOJIOTHUYECKOT0 MCCIeJ0BaHUSI KOCTHOTO Mo3ra. Bel-
sBJeHue ¢ubpo3a y nayreHToB ¢ UIl MoxeT yka3biBaThb
Ha 6oJiee ObICTpOe NporpeccupoBaHHe 3abo0JieBaHUSl B
MOCTIOJUIUTEMUYECKUN MUes10bubpos [22].

CoBpeMeHHass jauarHoctuka Ph-HeratuBHbix MITH
npejycMaTpuBaeT HaJdyvMe NOJpPOO6HOM HHPopManuu
0 MyTauuoHHoM ctartyce. B 2016 r. BO3 Bkurouunia B
6oJIbIlIMe JUarHOCTHUYeCKHe KpUTEepUM IOMHMO Hau-
6oJiee pacnpocTpaHeHHOU MyTauuu JAKZ TakxKe MyTaluu
CALR v MPL. XoTs1 ¥ ipelycMOTpeHa BO3MOXXHOCTb yCTa-
HOBJIEHUs IMAarHo3a NpU OTCYTCTBUM 3TUX MyTallul WU
MHPOpMAIMU 0 HUX, UCCIe[JOBaHUsl TeHeTU4YeCKOTo Npo-
$uIs NaTOJOTMYEeCKUX KJIETOK 03BOJISIOT 3HAYUTENbHO
MOBBICUTb TOYHOCTb JMArHOCTUKU. KpoMe Toro, faHHbIe
0 MYTallMOHHOM CTaTycCe BJIMAIT Ha BbIOOP TaKTHUKHU
JleyeHUs], T. K. OHHU HUCIOJIb3YIOTCS B COBPEMEHHBIX NpO-
FHOCTHYECKUX ILIKaJax [ CTpaTUPUKALUU NalMeHTOB
Ha Ipymnsl pucka [25, 26].

JJ1s AMarHOCTHUKY Yy MallMeHTOB C IMOJ03pPeHUeM Ha
[IM®, y KOTOpBIX He BbISABJSETCA HU OJHA U3 TPex Hau-
60Jiee pacCIpOCTpaHEHHbBIX TAPTeTHBIX MyTallUi (TPOHHON
HeraTHUBHBIN CTATYC), HEOOXOJUM MOUCK OJJHOM U3 aJIbTEP-
HaTUBHBIX 4aCcTO BCTPEYAIIMXCA MyTalluH, NOATBepXK/a-
IOLUX KJIOHaAbHOCTh: ASXL1, EZH2, TET2, IDH1/2, SRSF2,
SF3B1. 3tu myTtauuu Hecrienuuynsl aas [IM®, oqHako B
o6111ell CI0)KHOCTH XOTs Obl OIHA COMaTHYecKass MyTalus
BcTpevaeTcs Moyt y 80 % mauueHTtos c [IM® [25]. My-
Tauuu B reHe ASXL1 viu SRSFZ Taxke UMeIOT JOKa3aHHOe
He6/1aronpusATHOEe NMPOTHOCTHYECKOe 3HaueHue U BKJIIO-
YeHbl B IPOTHOCTUYECKYIO 1Kany Ajs [IM® MIPSS [26].

B Poccuu 10 HacTosero BpeMeHu 0TMevaloTcsl 3Ha-
YuTeJbHble NP06JeMbl C JUAaTHOCTUKON Ph-HeraTuBHBIX
MIIH. 3To 06yc/l0BJIEHO B MEPBYIO 04epeb OTCYTCTBUEM
$UHAHCHPOBAHUS OCHOBHBIX JMarHOCTUYECKUX METO/I0B
B paMKaxX 00513aTeJIbHOT0 MeJUIUHCKOI'0 CTPaXOBaHMs
(OMC). C2020 r. Tapudsr OMC paccuuThIBAlOTCS Ha
OCHOBAaHMM YTBepXK/JEeHHbIX B Poccuu KJIMHUYECKHUX
pekoMeHJauui. OfiHAKO [0 CUX NOp Tapudbl Ha OMJIATy
Ph-HeraTuBHbIX MIIH He cBfi3aHbI C IPUHATBIMU ClleliHa-
JINBUPOBAHHBIM MeAUIUHCKUM coobuiecTBoM B 2018 .
peKoMeHJalUsIMU U He BKJIIOYAlOT PsiJi 6a30BbIX AUACHO-
CTUYECKUX UCCJIe[JOBaHUH, TaKUX KaK:

@ nartoMopdosioruyecKoe uccae0oBaHUe GUOTICU -
HOI0 MaTepHaJla c IpUMeHeHHeM HMMYHOTUCTO-
xuMudeckux meto10B (A08.05.002.001);

@ LUTOreHeTHYeCKOoe McCcCJeJoBaHUe (KapHOTHI)
(A12.05.013);
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Tabnuua 2. Kputepun yctaHoBnenus guarHosa UMM, 3T n MM (BO3, 2016) [22, 23]

3aboneBaHue Bonblune kputepum Manbie kputepumn
un ® [emorno6uH > 165 r/n'y MyxuuH 1 160 r/n y XeHLLUMH, nan remMatokput > 49 % y MyX4unH ® YpoBeHb 3pPUTPOMNO3TUHA <
1> 48 % y XeHLNH, UK yBENNYEHNE MacChl LIMPKYNNPYIOLNX SPUTPOLNTOB > 25 % HOPMasbHbIX pedepeHCHbIX
OT pPacyeTHbIX 3Ha4eHui 3HaYeHU#

® B TpenaHo6uonTaTe KOCTHOrO MO3ra rMnepKIeTO4HOCTb (C YHETOM BO3pacTa) C TPEX/M-
HerHOM (3pUTPONAHOrO, FPaHyIoOLMTaPHOr0, MerakapuoLMTapHOro poCTkoB) runepniasuei
KOCTHOrO MO3ra 1 aTunuei MerakapuoLuTo

©® O6HapyxeHue myTauun JAK2V617F nnn mytaumii B 3k3oHe 12 reHa JAK2

aT ® [locTosHHbI TpoMGoLMTO3 > 450 x 10%/n ® Hanuume KNOHaNbHbIX
® B tpenaHobuonTate KOCTHOIO MO3ra nponndepanus MErakapyoLuToB C MOBbILEHHbIM MapKepoB (Hanpumep, uutore-
YNCIOM 3pebIX MerakapuoLumnToB 60/bLIOr0 pasmepa HeTUYeCKnx abeppaLmii)
® Hecootsetcteue kputepusm BO3 ans amardoctuku UM, MM®, XM/, MAC wau apyrux MIMH WK OTCYTCTBUE MPU3HAKOB
® Hanuuune mytaumn JAK2V617F, CALR wan MPL peakTMBHOro TpomMboLmMTo3a
[IM®, npe- ® [Iponndepauns MerakapuoLmMToB C NpU3HaKamu atnnum 6e3 peTukynnHoOBoro ruobposa ® AHemus, He CBSi3aHHas
thnbposHas > | crenenu (MD-1), conpoBOXAAKOLLANACS TUNEPKIETOYHOCTbIO KOCTHOTO MO3ra, C COMyTCTBYIOLLMMM 3ab0ne-
cTapmns He COOTBETCTBYIOLLEA BO3PACTY, rPaHy0LMTapHOi Npoaudepaumeii u (4acto) CHUKEHHbIM BaHNAMM
3pPUTPONO330M ® Jleiikouutos > 11 x 10%/n
® HecootsetcTtBue kputepusm BO3 ans guardoctuku XM/, UM, 3T, MAC wam gpyrux MIMH ® [lanbnupyemasi ceneseHka

® (OO6HapyxeHue MyTaumin B reHax JAK2, CALR wan MPL, npn 0TCYTCTBUM 3TUX MyTaLuii ® [loBbiweHune JIAI > Hopmbl
Hann4ne Lpyrux KNoHanbHbIX MapkepoB (ASXLT, EZH2, TET2, IDH1/2, SRSF2, SF3B1)
WM OTCYTCTBUE PETUKYNNHOBOrO hnbpo3a nerkoii ctenenn (M®-1) peakTuBHOW NPUPOAbI
(MHdeKLMN, ayTOUMMYHHbIE 3a60/1€BaHUS, COCTOSHUS XPOHMYECKOr0 BOCMANeHns,
BOJ10CATOK/IETOYHbI N1eAKO3 Uu Apyrue numdonponudepaTmBHble HOBOOOPa30BaHMA,
MeTacTasbl OMyxonein Ui XpoHNYeCcKne MHTOKCUKaLLMK)

[IMO, pasgep-  ® T[lponudepaumns MerakapmoLuuToB C NPU3HAKAMM aTUMNN B COYETAHUM C PETUKY/IMHOBbIM ® AHeMmus, He CBS3aHHas

HyTas cragms n/man konnareHoBbiM ubposom Il inbo Il crenenn (MO-2 nan MO-3) C conyTcTBYytOLLMMI 3a60ne-
® Hecoortsetcteue kputepusm BO3 ans anarHoctuku 3T, UM, XM, MAC wnv gpyrux MMH BaHUAMM
©® (OO6HapyxeHue myTaumin B reHax JAK2, CALR wan MPL, npn 0TCYTCTBUM 3TUX MyTaLuii ® Jleiikoumntos > 11x10%n
Hannune Apyrux KNoHanbHbIx MapkepoB (ASXLT, EZH2, TET2, IDH1/2, SRSF2, SF3B1) ® [lanbnupyemas ceneseHka
WM OTCYTCTBUE PETUKYNNHOBOTrO hnbpo3a nerkoii ctenenn (M®D-1) peaktueHoi npupoabl @ Tlosbiwenue JIAM > HOpMbI
(MHbeKkumMn, ayTOMMMYHHbIe 3a00/1eBaHNS, COCTOSHUS XPOHNYECKOr0 BOCMANEHus, ® Jleiikosputpo6nacTo3

BO/I0CATOK/IETOUHbIV NEKO3 Uamn apyrue numdonponudepaTuBHbie HOBOOOPa30BaHUs,

meTacTasbl ONyXonei Uam XpoHMYeCKne MHTOKCUKaLni)
WM — uctunnaa nonuumtemus; AI — naktatgerugporenasa; MAC — myenogucnnactuyeckuin cungpom; MIMH — muenonponudepatmBHoe HOBoOGpa3o-
BaHue; MO — mnenocun6pos; MM — nepBuyHbIn Muenodunopos; XMJ1 — xpoHuyeckuin muenonenkos; T — scceHumanbHas TPOMOOLMTEMUS.

Mopospenne Ha UM [lnarHos BeposiTeH > Mopospenne Ha AT

CKPWHUHT KPOBH CKPUHWHF KpOBM Bnoncusa koctHoro mosra
Ha MyTaumio JAK2 PekomeHayetcs Ha MyTauuio C MYTaLMOHHbBIM CKPUHUHIOM
6uoncus U LIUTOr€HETNYECKNUM

KOCTHOro mo3ra uccnenosaHnem

JAK2-mytauus L1151 OATBEPXAEHNS! JAK2VB1TF

AMarHosa
1 KapUOTUMMPOBAHUSA

[narHo3 noatBepxpaetcs,
ecnn Mophonorms KOCTHOro
mo3ra coorsetcTeyet [IMO,

JAK2-HeraTuBHbli Ecnu oTpuuatenbHbliin

a Takxe:
Pekomenpyerca 1) MpUCYTCTBYIOT MyTaLMK
MpoBepuTb YpoBEHb CALR pucytcry yTaLl
CbIBOPOTOUHOrO Cy6HOPMaNbHbIi Guoncus JAK2, CALR v MPL
3PUTPONOITHHA KOCTHOro Mo3ra g})'llﬂ g " |(13 )
i ANS NOATBEPXAEHUS Tpucomus I unm dei(lsq
Ecnn oTpuLaTenbHblil P: "

[AvarHosa
. o 3) nckntoyeHsl apyrne MMNH
HopmanbHbIn unu [AvarHos Bo3MOXeH n andepeHumansHon

MOBBILIEHHbIA YPOBEHb: MPL fAuarHoctukn 3T
He UM npethnBpo3HoIi

_ craguein [IM®
Ecnu oTpuuatenbHbiin

TpoiiHon
HeraTMBHbIA cTaTyC

Puc. 1. MpakTnyecknin anroputm gnarHoctmkn MIMH (umt. no [24])
WM — nctuHHaa nonnuutemmns; MMNH — mnenonponudepatBHoe HoBoobpasoBaHue; NM® — nepBuYHbIN MMenohnbpos; 9T — acceHumanb-
Has TpombGoLmnTEMUS.

Fig. 1. Practical diagnostic algorithm for MPN (quoted from [24])
MM — polycythemia vera; MINMH — myeloproliferative neoplasm; NMM® — primary myelofibrosis; 9T — essential thrombocythemia.
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KpoBonyckanus fo Ht <45 % y XeHLMH 1 MyX4nH + HU3kue [o3bl acnupuHa (40-100 mr) 1 pas B CyTKu

3ab6oneBaHne ¢ HUISKUM PUCKOM

(HeT TPOM603a B aHaMHe3e,
BO3pacT < 60 net)

3aboneBaHMne ¢ BbICOKMM PUCKOM

(Tpom603 B aHamMHe3e,
Bo3pacT > 60 ner)

HasHauuTb ruapokcumoyeBuHy B HavanbHoi fose 1000 mr/cyt

HepocTatouHbli KOHTPO/1b
MWUKPOCOCYAUCTbIX CUMNTOMOB
Wnn Hannyune cepaevyHo-coCcyaucTtblx

(haKTOPOB pKCKa NGO NeliKo3a ApTepuasnbHblil TPOMG03

B aHamMHe3e

HasHaunTb acnupuH
2 pasa B CyTKM

HasHauunTb acnunpuH
2 pasa B CyTKM

PesncreHTHoCTb/
HenepeHoOCMMOCTb

BeHo3HbIi TPOM603
B aHamMHe3e

[l06aBUTb CUCTEMHbIE
aHTUKOAryNsHTbI

MernnnpoBaHHblii UOH-a
(ans 6onee Monoabix)

Bycynbchan
(ans naumenToB > 70 ner)

Puc. 2. CoBpeMeHHble peKOMeHAAUMM MO JIeYEHWIO UCTUHHOW NoanuuTeMum (Lut. no [24))

Ht — rematokput; MOH-a — nHtepdepoH-a.

Fig. 2. Current guidelines on treatment of polycythemia vera (quoted from [24])

Ht — hematocrit; M®H-a — interferon-a.

® MOJIEKYJ/ISIpHO-TeHeTHYeCKoe ucceloBaHue
MyTanuu B reHe JAK2V617F (fuyc-kunHasza 2-ro
THIa, 3aMeHa 617-1 aMUHOKUCJIOTHI C BaJIMHA Ha
deHunnananuH) B KpoBu (A27.05.012);

@ MOJIeKYJ/IIpHO-TeHeTHUYeCKoe HcCJleloBaHue TO-
YyeyHbIX My Taluil reHa BCR-ABL (XUMepHbBIi r'eH,
00pa30BaHHBIN CJAMsAHMEM 06JlacTH KJacTepa
pa3pbIBOB Ha XpoMocoMe 22 U reHa TUPO3UHKHU-
Ha3bl AbesibcoHa Ha xpoMocoMe 9) (A27.05.017);

® MOJIEKYJ/ISIpHO-TeHeTHYeCKoe ucceloBaHue
MapkepoB Ph-HeraTtuBHbix MIIH (MyTanuu B re-
Hax JAK2, MPL, CALR) (A27.05.021) u psiJ ApYTUX.

Bes omyiaThl JJaHHBIX MeTO/OB HCC/IelOBaHUS IO
OMC peuuTh npo6JieMy MOJHOLIEHHOW U J0CTOBEPHOM
nuarHoctuku Ph-HeratuBHbix MIIH (a 3HauuT, ¥ nox6opa
aJleKBaTHOM Tepalnuy, yBeJM4eH!s IPOJ0KUTETbHOCTH
Y KayeCTBa )KM3HU 3TUX NALIUEHTOB) He YAACTCH.

CnezfyeT OTMETUTb, YTO JAaXKe BKJIIOYEHHE Iepeyduc-
JIEHHBIX Bblllle IMarHOCTUYECKUX UCC/Iel0BAaHUH B Tapuu-
karuio OMC He MO3BOJIUT MOJHOCTBIO PEUIUTh MPOGIeEMY
JUarHOCTUKU 3THUX 3abosieBaHUM. COAHOM CTOPOHBI,
CyILLeCTBYIOlIMEe pEKOMEeHJALMU B CBOeH cofiepKaTesbHON
YacTM OrpaHUYeHbl yTBepXAeHHOH MUHUCTepCTBOM
3apaBooxpaHeHus B 2017 r. HOMEHKJ/IATYPOU MeJULIMHCKUX
YCIyT U IOTOMY He MOTYT COAepKaTh Ba)KHble JUAarHOCTH-
YyecKkue HCCIeloBaHUs, He UMemlye o cux nop B Poccun
PETrUCTPaLMOHHOrO YZO0CTOBEPEHHs] U He BKJIIOUEHHbIE B
JIaHHYI0 HOMEeHKJIaTypy (HampuMep, BbIsIBJIeHHe MyTalUH
ASXL1, EZHZ, TET2, IDH1/2, SRSF2, SF3B1, Heo6X0AUMbIX
s auarHoctukd MIIH). C gpyroil cTOpOHBbI, MPUHHUMA-
eMble TeppUTOpHaIbHbIMU NTporpaMMaMu OMC Tapudsbl He
BCer/ia IOKPbIBAIOT CTOUMOCTb HCCJIeZJ0OBaHUH.

COBPEMEHHbBIE MOAXOAbI K TEPAINUNU
Ph-HETATUBHbIX MIMH

OcHOBHBbIMHU ILiesissMu Tepanuu Ph-HeratuBHbix MIIH saB-
JISIIOTCS NTpeloTBpallleHue TPOM603MO0IMYeCKUX 0CI0XK-

PykconntnHmG (npu Heypaye neyeHus
npenapaTamu, yKasaHHbIMM BbiLLe)

HEeHUH, KOHTPOJIb MUesonpoaudepanuy, yCcTpaHeHHe
Wy obJieryeHre CUMIITOMOB, CBA3aHHbBIX ¢ MITH, a Takxe
npeJoTBpallleHue MNporpeccMpoBaHusl Muesopu6posa
WJIM Pa3BUTHSA OCTPOTO JIeHKo3a.

Bri6op TakTuku BefeHus manueHToB c UII ompe-
JleiseTcsl PUCKOM  pasBUTHUsI TpoMbGoreMopparuye-
CKMX OCJIO)XHEHWH, aHaMHe30M, a TaKXe OTBETOM Ha
npoBoAuMyl0 Tepanuto (puc. 2). OCHOBHble MeTO/bl
sneyeHus: UII BKIOYAIOT KPOBOMYCKaHUS, IPOPUIAKTUKY
TPOMOOTHYECKUX OCJOXXHEHUH  alleTHJICAJHLUI0BOH
KUCJIOTOW WJH KJONMUAOIPEJOM U CONYTCTBYIOLIYIO
CONPOBOAUTENIbHYO Tepanuil ¢ ILeJblo Ipoduiak-
TUKU pa3BUTHUS OCJIOXKHEHUH (cepfeyHO0-COCYyJUCThIX,
TPOMOOTHUYECKUX, KOXKHBIX U Ap.) [23, 24, 27-29]. Bcem
nanveHTaM ¢ UIl BbICOKOTO M IMPOMEXYTOYHOrO PUCKA
TpoM6GoreMopparuyeckux OCJOXXKHEHUN peKOMeHAYeTcs
NpoBeJleHHe LUTOpeAYKTUBHONW Tepanuu. [lanueHTaMm c
UII HU3KOro pucCKa UUTOpPeAyKTHBHAs Tepalus oKa3aHa
NIpY MJIOXOUM NEPEHOCUMOCTH UJIU HEJJOCTATOYHOM OTBETE
Ha KpOBOINYCKaHMUs (HEOOXOAMMOCTb NpOLieAyphl dalle
1 pasa B 3 Mec.), IpOsIBJIEHUSIX IPOrPeCcCUPOBaHUs 3a60-
JleBaHUs (Ha/JMyMe KOHCTHUTYLHMOHA/JbHBIX CUMIITOMOB,
HapacTaHUe JIEUKOIMT03a U/UIKM TPoMOOLUTO3a) JU60
BbIpaKEHHOW M /WJIM CUMITOMHOW CIJIEHOMEraauu (uc-
kJto4das cuaapom bagna—Kuapu). C aToil nesbio npuMe-
HseTCcs TUPOKCUMOYeBHHA UM (y MOJIOZBIX NALMeHTOB
U GepeMeHHbIX) UHTepdepoH-a. Y MallMeHTOB C Helepe-
HOCUMOCTBIO 3THX NpenapaToB UJH Pe3UCTEHTHOCTbHIO K
HUM BBICOKY10 3G PEKTUBHOCTD NMOKazaa MHruo6urtop JAK-
KHHa3bl pykcouTUHUG6 [30-32]. K HacToseMy BpeMeHHU
PYKCOJIUTUHUO y>ke BK/IOUYEH B aMepHUKaHCKUe, eBponeii-
CKUe U poccuiickue pekoMeHfanuu [23, 24, 27-29] kak
npemnapat BbI60pa BO BTOPOU JIMHUM TepanuH.

[TanmenTtam ¢ 3T HU3KOro pUcKa He3aMeJJIUTelbHas
LUTOPeiyKTHBHAs Tepanusi He IoKa3aHa. Ha nmepsom
3Tane JieyeHHEe MOXXeT ObITb OrpaHHYeHO Npodu/ak-
THUKOW TPOMOOTUYECKHX OCJI0KHeHUH. [loKkazaHUAMHU K
Ha3HauYeHUIo LUTOPeAYKTUBHON Tepalnuy B 3TOM rpyIie
MalnMUeHTOB cJayxat TpombonuTos (> 1500 x 10°/x), mia-
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HUpyeMasi XUpypryuyeckasl oneparusi, IporpeccipoBaHue
60J1e3HM, pa3BUTHe OcJ0XHeHUH. Kpome Toro, nuTope-
JYKTUBHasl Tepalus PeKOMeHJyeTCs BCeM MNaldeHTaM
Y3 IpynI NPOMeXyTOYHOI'0 U BBICOKOTO PUCKa TPOMGO-
TUYeCKUX ocnoXHeHU#. Tak ke kak u npu UII, npu 3T
[l LUTOPeAYKI MY IPUMeEHseTCs IMJPOKCHMOYeBUHA U
uHTepdepon-a [23, 27-29].

ApceHan yeye6HbIX MeTo/[0B pu [IM® B HacToslIee
BpeMs BKJIIOYAeT THJPOKCHMOYEBHHY, PYKCOJIUTHHMUO,
CIJIEHSKTOMHIO M TPaHCIJIAHTALMI0 aJJIOT€HHBIX TeMo-
MO03TUYECKUX CTBOJIOBBIX KJeToK (a1oTI'CK) [23, 27-29].
Y 4acTu 60JIbHBIX JJONYCKAeTCsl BbDKU/AaTeIbHasl TaKTUKa.
[lepef onpesiesieHeM CTpaTeruM JiedeHUsl MNMalUMeHT C
[IM® pomxeH ObITH OTHECEH K OJHOW M3 TPyNI pHCKa
COIJIACHO OJHOW M3 CYIIEeCTBYIOLIUX MPOrHOCTUYECKUX
wkast: [PSS, DIPSS, DIPSS+, MIPSS unu GIPSS (st ucnoJib-
30BaHUsI IOC/IeHUX TPeX IKaJ Heo6xoAnMa UHGOopMaLus
0 MyTAlLMOHHOM CTaTyce UM KapuoTuIe). Bei6op MeToza
Tepanuu [IM® 3aBHUCUT OT rpynibl pucKka B COOTBETCTBUU
C OJJHOM M3 NPOrHOCTUYECKUX IIKaJ, HaJIU4Yds COMyT-
CTBYMOILMX 3a00/1eBaHUH, COBMECTUMBIX 1o cucTteMe HLA
JOHOPOB Y BO3MOXXHOCTH BbINoJIHeHUd a/noTTCK.

[IpuMeHeHUe arpecCUBHbIX MeTOJOB JIeUeHUs Y
NalMeHTOB C HU3KUM K NPOMEXYTOYHBbIM-1 pHUCKOM co-
NPSDKEHO ¢ 60JIBLUIMM YUCJIOM MO60YHbIX 3GdEKTOB, YeM
pHCKa nporpeccupoBaHusi 3abosieBaHus. [Ipy oTcyTCTBUH
CUMIITOMOB MHTOKCUKAIIUM U OCJI0XXKHEHUH 4acTo ONpaB-
JIaHO TOJIbKO AMHaMHYecKoe HabJtofeHue. [Ipy pa3BuTUU
CUMIITOMOB Ha3HayaeTcsl CHMITOMaTH4YecKas Tepamnus.
BricTpo nporpeccupytoiiasi CAMITOMHas! CllJIeHOMeraaus
(c yrposoii pa3phbiBa cejie3eHKH), HAJIMUhe KOHCTUTYLMO-
HaJIbHbIX CUMITOMOB (JINXOPaJKH, HOYHOW MOTJIMBOCTH,
noTepu Macchl Tesa), HeapPEeKTUBHOCTb MPOBOAUMOMN
CUMIITOMAaTUYECKON Tepanuu CIy:KaT MOKa3aHUsAMHU AJs
NpoBe/leHUs] LUTOPeAyKTUBHON Tepamuu THUJPOKCU-
MOYEeBUHON WM UHTepdepoHOM-a. [laToreHeTuyeckoe
JleyeHre PYKCOJMTUHUOOM Ha3HauyaeTcs B Cjydae Mpo-
rpeccupyolei u/uiyM CMMITOMHOM CllJIeHOMeraauu Nnpu
OTCYyTCTBUM 3¢ deKTa OT UUTOPeYKTUBHOMN TepanuH.

[TaieHTaM C IPOMEXKYTOUYHBIM-2 U BbICOKUM PHUCKOM
NPOBOAUTCS LUTOPeAYKTHBHAsE U CUMIITOMaTH4yecKas
Tepanus. [IpeMMylecCTBEHHO MCIOJb3yeTCs JieKap-
CTBEHHasl Tepanusl C BbIGOPOM INpenapaToB B COOTBET-
CTBUH C KJIMHUYECKHMHU NPOsIBJIEeHUSMU 3a60J1eBaHUS KaK
C LeJIbI0 YAYYIIUTh KayeCTBO >KU3HH, TaK U YBEJUYUTh
ee MpOJOJ/LKUTENbHOCTh. HasHaueHue pyKCOJMTUHHOGA
MI0Ka3aHO B epBOM JIMHUM Tepalliy NPU HAJIUYUU CUMII-
TOMHOM CIJIEHOMerajuu H/WIM KOHCTUTYLMOHAJbHBIX
CUMIITOMOB B COYETaHHWU CO 3HAUYUTEJNbHOH CIlJIeHOMe-
rajsued. [ls 60IbHBIX U3 3TUX I'PYNI pUCKa HeT JPYTUx
aJbTEPHATUBHBIX JIEKAPCTBEHHBIX CPEJCTB /AJsA Obl-
CTPOTO COKpallleHUsl Pa3MePOB CeJle3eHKU U yIy4dllleHUs
KayecTBa >KU3HMU.

Y Bcex nanueHToOB MoJsioxe 60 sieT 6e3 Bblpa>keHHOU
CONMYTCTBYIOLIEH MNATOJIOTMHM, OTHOCALIMXCA K TpyIle
NPOMEXYTOYHOTO0-2 MJIM BBICOKOTO pHCKa, CleAyeT
paccMOTpeTb BO3MOXHOCTb BblNoJIHEHUA a/noTICK u
NPOBECTH NIOUCK COBMECTUMBIX o cucTeMe HLA 0HOpOB.
BosmoxHocThs npoBefenus annoTI'CK u mouck coBme-
CTHMBIX JJOHOPOB [JIOJKHBI 06CY>K/JJaThCsl U Y MalLMeHTOB
C IPOMEXYTOYHBIM-1 PUCKOM NIPU HAJWYMUU HebJ1aronpu-
SATHBIX $AaKTOPOB NPOrHo3a (TpaHc$y3MOHHO-3aBUCHUMas
aHeMHusl, KOJIUYeCTBO 6JIaCTHBIX KJIETOK B nepudepude-
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CKOM KpoBU GoJiee 2 %, HeGJaronpUATHBIA KapUOTHUI
Y/WJI1 MyTalliU BBICOKOT'O PUCKA).
OGecneyeHre pyKCcOJIUTUHHUOGOM B Poccun B Hacro-
silllee BpeMsl BO3MOXKHO B yCJIOBUSIX CTAllMOHApa B paMKax
0Ka3aHHS BbICOKOTEXHOJOIMYHOM MeJULIMHCKON TTOMOILH.
WHULManUIo Tepaluy pyKCOJMTUHUOOM, a TaKKe M0160p
Jl03bl PEKOMeH/yeTCsl IPOBOJUTbL B YCJOBHUSX JJHEBHOTO
WJIM KPYTJIOCYTOYHOT0 cTallMoHapa. OjHaKko MpoJio/nKeH e
Tepanuu ¢ IpUMeHeHHeM TabJleTHPOBAaHHbIX (GOpM B
YCJIOBUSIX CTallMOHapa CONpPSHKEHO C HeOoOXOAUMOCTbIO
eXeJIHEBHOTO TMOCeleHUs] KJWHHUKH, YTO CTaHOBUTCH
3aTPYAHUTEbHBIM /151 HAlMEeHTOB, 0COOEHHO B YCIOBUSX
naHAeMUU KopoHaBupycHoi uHdekuuu COVID-19. Kpome
TOTO, JVINTEJbHbIA (MHOTOJIETHUM) peXuUM MpueMa Impe-
napaTa Je/aeT CTAllMOHApHBbIA MeXaHU3M obecredyeHUs:
3KOHOMMYECKH Helles1eCO00Pas3HbIM.
[ToMMMO OpraHM3allMOHHBIX CJ0XKHOCTEH Cylle-
CTBYIOT TaK)Xe Npo6JieMbl, CBsI3aHHble ¢ ¢pUHAHCUPOBa-
HUEM JieYeHUs] PYKCOJUMTUHUOGOM. JlaHHBIA mpenapar
OTHOCUTCS K MOATPYINIe WHTMOGHUTOPOB NPOTEUHKHHA3
(ATX LO1XE), 3apeructpupoBaH B Poccuu mo mnokasa-
HUSAM «MUeJOPUOPO3» U «UCTUHHAS MOJULUATEMUSI».
Bbicokast 3¢ peKTUBHOCTb U JOKa3aHHAsi HE06X0AUMOCTb
Ha3HayeHUs PYyKCoUTUHUOa nauueHTtam ¢ UIl u [IMO
MI03BOJIMJIY BKJIIOYUTD €0 B:
@ TIepedyeHb XMU3HEHHO HEOOXOJUMBIX U BaXKHBIX
JleKapCTBEHHbIX penapaToB [33];

@ TIepeyveHb JIeKapCTBEHHBIX NpenapaToB JJs Me-
JUIMHCKOTO MPUMeHEeHHUS, B T. Y. HA3Ha4YaeMbIX
[0 pelleHHWI0 BpauyeOHBbIX KOMUCCHN MeJUIHUH-
CKUX opraHusauui [33];

@ IlepeyeHbJleKapCTBEHHbBIX IpeNnapaToB, OTIYyCKa-
eMbIX HaceJIeHUI0 B COOTBETCTBHUM C NepeyHeM
TPYNIl HaceJeHUs U KaTeropuil 3aboJieBaHUH,
npyu aMOyJaTOPHOM JieYeHUU KOTOPbIX JieKap-
CTBEHHbIe NpenapaThbl U MeJULIUHCKUE U3Je/ns
OTINYCKAITCA 110 pelleNn Ty Bpaya 6ecniaTHO.

JdtoT $aKT faeT oCHOBaHHUe [/ deJilepabHOTO U pe-
TMOHAJIbHOTO JIbTOTHOIO JIeKapCTBEHHOr0 obecreyeHusi
pa3HbIX KaTeropui rpaxjaH. TeM He MeHee, HECMOTps
Ha HOPMaTHBHO-NIPaBOBble OCHOBAHMUS [1J1s1 BO3Mell|eHUs
$UHAHCOBBIX 3aTpaT, BO MHOTUX CyO'beKTax Poccuiickoi
Qepepanuy CylUecTBYIOT NPENSTCTBUSA K JOCTYINHOCTH
Tepanruu PYKCOJUTHHUOOM B aMOY/aTOPHBIX YCJIOBUSX,
006yc/aoBJeHHble JedunutoM ¢QuHaHCHpoBaHUsA. Bcee
Ph-HeratuBHble MIIH OoTHOCATCA K KJIMHHUKO-CTAaTHUCTH-
yecko#t rpynme (KCI') st05.004 «/lpyrue 60/1€3HU KpOBU
Y KPOBETBOPHBIX OPTaHOB», YPOBeHb GHMHAHCUPOBAHMUSA
KOTOpOH He MO03BOJIsIeT 3aKylaTh JaHHbIA Ipenapar.
[Ipo6sieMa MOeT ObITh pellleHa, eCJd 3THU 3ab0JieBaHUsA
OyZlyT OTHECEHBI K CyIleCTBYIOILel U clelaJbHO BblJe-
JIEHHOHN JJIs1 NAlMeHTOB, KOTOPbIM IMOKa3aHbl UHIUMOU-
TOpblI TUPO3UHKMHA3, rpynie st19.061 «JlekapcTBeHHas
Tepanus 3JI0KaueCTBEHHbIX HOBOOOGpa3oBaHUU JuMdo-
HUJHOW U KPOBETBOPHOM TKaHel C MpUMeHEeHUEeM MOHO-
KJIOHAJIbHBIX aHTUTEJI, UHTUOUTOPOB NPOTEMHKHUHA3bI».

BblIBO1bl U BO3MOXHDbIE NMYTWU PELLEHNSA
CYLIECTBYOLWUX NPOBJIEM

Ph-HeratuBHble MIIH — rpynna oHKoreMaToJIOTHY€eCKUX
3a00/IeBaHUM,  XapaKTePU3YIOLUIMXCA  HH/A0JEeHTHbIM
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TedyeHHeM, C XOPOLIO U3Y4YeHHbIM [aTOreHe30M U Je-
TaJbHO pa3pabOTaHHbIMU NPUHLUIAMU JUAaTHOCTUKU U
JneyeHus1. CTporoe co6Jt0/leHre 3TUX IPUHLUIIOB MOXeT
MO3BOJIMTh OOJIBIIMHCTBY NALMEHTOB COXPaHATb YA0B-
JIETBOpPUTE/IbHOE KAayeCTBO >XKU3HU U TPYJOCNOCOOHOCTh
Ha NPOTSKEHUU JJINTEJbHOTO BPEMEHH.

K coxxaneHuto, 1o HacTosillero BpeMeHU B Poccuu
HeT eJMHOr0 MONyJSALlMOHHOI'0 perucrpa HalUMeHTOB
¢ Ph-HeratuBubiMu MIIH, KOoTOpBIH# MO3BOJIMI 6bl J0-
CTOBEPHO OLEHUTb PACNpPOCTPAHEHHOCTb, CMEPTHOCTH
Y MHBaJMAU3ALUI0 OT 3TUX 3aboJsieBaHUM B Poccum.
TeM He MeHee Ha OCHOBAaHHWM MHUPOBBIX JAHHBIX 3TH
3a60/1eBaHUS JOJDKHBI OBbITh BKJOYeHbl B «llepeyeHb
JKU3HEYTPOXKAIOLUHUX U XPOHUYECKUX POrpecCUpyOIIUX
penkux (opdaHHBIX) 3aboJieBaHUN, MNPUBOAALUX K
COKpallleHHUI0 MPOJAOKUTENbHOCTU >KU3HU TpakAaH
WJIM UX UHBAJIMHOCTU» JIJIsl TapaHTHUH obeclieyeHus UX
peruoHaabHOU opdpaHHOU JbroTOM [34].

Poccuiickue KIMHUYeCKUe peKOMeHJallMy Mo Juar-
HOCTHKe U JjieueHHUI0 Ph-HeraTuBHbIx MIIH nmosiHoCTBIO
OTpPaKalOT HAKOIlJIEHHble B MHpe 3HaHUS U JOCTUI-
HYTBIA Nporpecc B 3TOW 06JIaCTH, a TaKXe COOTBET-
CTBYIOT BCEM COBPEMEHHBIM MHUPOBBIM CTaHAapTaM U
pekoMeHAanusAM. OJHAKO peasibHOe BHeJpeHHe JJaHHbIX
peKoMeHJal Ui B IOBCeJHEBHYO IPAKTUKY [T0Ka ellje He
Be3/ie BO3MOXKHO.

OfHa M3 OCHOBHBIX NPUYMH TPYAHOCTEH 3NMHUAeMHO-
JIOTUYEeCKOTO aHa/u3a, JUAarHOCTUKU U JIeYeHUs 3TOU
rpynnel 3a6osieBaHui B Poccuu 3ak/o4aeTcss B TOM,
yTo B pamkax MKB-10 oHu kj1accupuiupyroTcs He Kak
3JI0KaueCcTBeHHble HOBooGpa3oBaHus (C00-C97), a kak
HOBOOOpa30BaHUs Heonpe/eJIeHHOT0 UM HEU3BECTHOI0
xapakTtepa (D37-D48). 3To npuBOAUT, BO-NEPBLIX, K TOMY,
YTO OHU He YYUTHIBAIOTCS B OHKOJIOTUY€ECKON CTaTHCTHKE,
a BO-BTOPbIX — K 3HAYUTEJIbHO 60/iee HU3KOMY PUHAH-
CUPOBAHMIO B paMKax nporpamMmMbl OMC 1o cpaBHeHHUIO C
Ipynnou 3/;j0KkauyeCTBEHHBIX OMYX0JIeH.

Jpyras npo6/ieMa 3aKJIl04aeTcs B TOM, YTO IPUHSATbIE
Tapubl HE YYUTHIBAIOT MHOTHX aCleKTOB KJIMHUYECKUX
pekoMeHzauuil. He duHaHCcupyoTca 3a cueT GropKeTa
OMC MHorue AMarHocTU4ecKHe HCCIe/loBaHUsA, B peru-
OHax HeT J0CTaTOYHOro (GUHAHCUPOBAHUA AJA CHab-
J)KeHUs1 COBpPEMEHHBIMU JIeKapCTBEHHBIMHU Cpe/CTBAMH,
3aTpyAHeHo aMbyaTopHOe obeclieyeHUe NaleHTOB [I0-
pOroCTOAALIMMU TabJIeTUPOBAHHBIMU JIeKapCTBEHHBIMU
npenapaTaMH.

[l pellleHNs] CyLIeCTBYOLIUMX Npo6JeM, NO-BUAU-
MOMY, He06X0IUMO CO3/laHHe IeMaToJIOTMYecKOro peru-
CTpa, BKJIIOYeHHe OHKOreMaTOJIOTHYeCKUX 3a00/1eBaHUH,
konupyembix B MKB-10 6ykBoii «D», B HanuoHasnbHyt0
OHKOJIOTUYECKYI0 MpOoTrpaMMy, a TakXe B IlepedyeHb
YrpoXKarLuX KU3HA U XPOHUYECKUX ITPOTPeCcCUPYIOLIUX
penkux (opdaHHBIX) 3a60JieBaHUM, NPUBOAALIUX K CO-
KpallleHUI0 NPOJO/KUTENbHOCTH KU3HU TPaXKJaH WU
WX UHBaIMJHOCTU. TpebyeTcsl mepecueT AeHCTBYIOLUX
TapudoB KCI' asg maHHOU rpynmnbl MalMeHTOB, YBeJU-
yeHHe QUHAHCUPOBAHUSA B paMKax desiepaJibHOrO U pe-
TMOHAJIbHOTO JIbTOTHOI'O JIEKAPCTBEHHOI0 o6ecrneyeHus .
ITU Mepbl MO3BOJUJIM 6Gbl 06eclneyuTh I[OJHOLEHHYIO
U OecrnepeGOMHYI0 MEIUIMHCKYI0 MOMOIlb, a CJefo-
BaTeJIbHO, COXPaHUTb Y/JOBJIETBOPUTEJbHOE KayeCTBO
)KU3HU nauueHToB ¢ Ph-HeratuBHbiMu MIIH Ha npogo.-
JKHUTeJIbHOe BpeMsl.
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KOH®JIUKTbl UHTEPECOB

ABTOpBI 3asBJIAIOT 06 OTCYTCTBUH KOH(QJIUKTOB HHTeE-
pecoB.

MCTOYHUKN PUHAHCUPOBAHMUA

HUccnenoBaHue BbINOJIHEHO NTPpYU GUHAHCOBOH MOAJEPKKe
000 «HoapTuc ®apma» B COOTBETCTBUHU C BHYTPEeHHeH
noautukoi 000 «HoBapTuc ®apma» U eCTBYIOIUM 3a-
koHogaTesbcTBoM P®. MHenue 000 «HoBaptuc ®apma»
MOKeT OT/IMYaTbCsl OT MHEHUs aBTOPOB CTATbH.
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