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CymmupoBaHHble pekomeHaauuu no nevyeHuro UMM gna scex naumeHToB
*nop, KHoNKou

O KposonyckaHusa/aputpountadepes ana nogaeprkaHua rematokpuTa B npegenax 40-45 %

O MpenapaTbl aueTnacanmunnosoit Kncnotbl (40—325 mr/cyT), npu HENEPeHOCUMOCTU UK
Ha/IM4YUKN NPOTMBOMNOKA3aHUI — Knonuaorpen (75 mr/ cyT), Nnpyu HENEPEHOCUMMOCTU U HAZIUYUK
NPOTUBOMNOKa3aHMUMN ANna Knonuaorpena —tukarpenop (90 mr/cyr)

O YcrpaHeHue cepaeyHo-cocyamcTbix PaKTOPOB pUCKa (OTKa3 OT KypeHua, Hopmanmsauusa A,
KOHUEHTpaLUKM XonecTepmHa 1 roKo3bl, MacCbl TeNla, aleKBaTHOe evyeHne cepaevdHo-cocyamncTbixX

3aboneBaHnmn)

O Mpu runepypukemum (B T. 4. NPy OTCYTCTBUM CUMNTOMATUKN) MPUMEHSIOT aI/IONYPUHON B
no3e 100-300 mr/cyT; npenapaTt Ha3Ha4atoT Mo, KOHTPOEeM NokKasaTener MoYeBoM KUCNIOTbl B KPOBU

d/leyeHne KoxkHoro 3yaa

[ BpauebHas TakTUKa Npu NIaHOBbIX XUPYPrUYECKUX BMELLATE/IbCTBAX U IBYEHUN Y CTOMATO/0ra



CymmupoBaHHble pekomeHaauum no neyeHuto UM pgna scex naumeHToB (NpoaonkeHue)

d/leyeHne KoxkHoOro 3yaa
* NoA KHOMKOW

v’ [aToreHeTMYeCcKoro Ne4eHns He CyLLecTByeT.

v’ Ucnonb3ytoT npenapaTbl aueTUaCcainLnaoBOM KUCAOTbI.

v B KauecTBe CMMMNTOMAaTUYECKOrO JieyeHna npumeHsatoT H1- nam H2-aHTaroHMUCTbl TMCTaMUHa,
NPOTUBO3NUAENTUYECKME NpenapaTbl (NperabanunH), aHkcnonutTnku (pabomoTtmnsona gurnapoxnopua),
ynbTpaduonetToByto pototTepanmio B KombmHaumm ¢ ncopaneHom (MYBA).

v MNpun HeadHEKTUBHOCTU CUMMTOMATUYECKOM Tepannum — MUEIoCynpeccMBHbIe npenaparb
(rmpapoKkcukapbamma, npenapatbl MPH-a, nermnnposaHHoro NPH-a [narnHTepdpepoH a-2a,
narmHTepdepoH a-2b, uenarnHtepdpepoH a-2b] nam pykconntmHmob)



CymmupoBaHHble peKomeHgauuu no nevyeHuto UM ana scex naymeHToBs (npoaonkeHue)

[ MnaHoBble xMpypruyeckmne BmelLaTe/IbCTBa U ieYeHne y CTOMaTo/10ra
*noa, KHONKOM

v [JONKHbI BbITb OT/IOXEHbI 0 HOPMaNM3aLMKU NoKasaTenen spuTPoLMUTOB M TPOMBOLMTOB.

v’ Mpun HEOBXOAMMOCTM HEOT/IOMKHbIX XUPYPrUYECKUX onepauuin npeasaputenbHO NpoBoaaT
KpoBOMycKaHua/3puTpoumTadepes A0 HOpManM3aLMM reMaToKpUTa.

v’ MNposoauman Tepanua AoKHa 6bITb 3ab61aroBpemMeHHo (B COOTBETCTBUM C papMaKOKUHETUKOM
NPUMeEHAEMOoro npenaparta) NpeKpaLleHa A0 onepaTUBHOro BMeLLaTe1IbCTBa



Q

MeTtoabl TepaneBTUUYECKOro Bo3aeicTeua npu UM

MpodunnakTMKa TPOMBOTUYECKNX OC/TOKHEHUNA:

*nopa, KHOMKoOWM

v
v
v
g

aHTUarperaHThbl:

auetuncanuumnosan kucnota (40-325 mr/cyT) /
knonupgorpen (75 mr/cyT) /

TuKarpenop (90 mr/cyT).

dursmnyeckoe yganeHme n3bbITOYHON MACChbl LUPKYAUPYIOLLUX SPUTPOLIUTOB

*noa, KHONKoM

v
v

Q

remMoakcoysmm (KposonycKaHus) /
apuTtpoumTadepes (py4yHom nam annapaTHbIn).

LinTopeayKkTnBHas Tepanums:

*nopa, KHOMNKoM

00 s < XX

rmapokcukapbammpa, (10-30 mr/kr/cyT) /

nHtepdepoH a (MPH-a) (1,5-5 mnx ME 3 pasa B Hegento) /

nermanpoBaHHbii MOH-a (narmHTepdepoH a-2a, narmHtepdepoH a-2b, uenarnHtepdepoH a-2b*) (45-160 mkr 1 pa3 B Hegento) /
PYKCONUTUHNG /

bycynbdaH.

JleyeHne ocnoxHeHun 3aboneBaHns (Tpomb03bl, TPOMOB0IMBONN).

MpodunakTnKa: KOHTPOb PAaKTOPOB PUCKA U IeYEHNE CepaEUYHO-COCYANCTbIX 3aboneBaHuM.



PUCK- agantnposaHHaa Tepanua Ul



PekomeHaauum No ne4eHUo NauueHToB U3 rpynnbl HU3KOTO PUCKaA
TPOMOOTUUECKMX OCNIOXKHEHUN

* NMop, KHONKOM
dUnTopeaykTMBHan Tepanmsa NpMMeHAETCs B Caydanx:
- NN1I0XOMN NePEeHOCUMOCTU KpoBOMNycKaHUN/apuTpoumtTadpepesa;

- MNP YacCTbIX KPOBOMYCKaHUAX: HEOOXOAMMOCTM NPoBeAeHNA
remosaKkcdy3nmn yauie 1 pasa B 3 mecaua;

- CUMNTOMATUYECKOM UM NPOTrPECCUPYIOLLLEN CNIEHOMEraNnn (MCKAtoYan
cuHapom bagana—HKuapu u gpyrue NpuUYMHbI NOPTA/IbHOW TMNEPTEH3NN);

- MPU3HaKax nporpeccmpoBaHua 3abonesaHunA (notTeps macchbl Tena,
NOT/INBOCTb, HapacTaHMe nemnKoumTosa u/mnm TpomboumnTosa).



PeKkomeHAauMm no ne4eHnto NaumMeHTOB U3 FPYyNNn NPOMEXKYTOYHOrO U
BbICOKOro pucKa TPOMbOTUUYECKUX OCNOXKHEHUMN

*noa, KHONKOMU

dLnTopeaykTMBHas Tepanua NoKasaHa BO BCEX C/y4YasiX.

(JBbIbop npenapaTta onpegenaeTcs BO3pacTtom 60bHOrO.

dMepexon Ha Apyryto IMHUIO Tepanum NoKasaH B c/ayyae
He3pPEKTUBHOCTU NPOBOAUMOMN TEPANUUN NN ee
HENEePEHOCMMOCTH



HaunoHanbHble KAMHUYECKUue pekomeHaaumm no AUarHoCTUKE U
neyeHuto Ph-HeratMsHbIX MUenonponndepaTuBHbIX 3abonesaHmi
(MCTUHHOM NOANLUTEMMU, SCCEHLMANIbHOM TpoMboLUTEMUM,
nepsu4HOro mmenodpmbposa)
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MeToabl TepaneBTUUYECKOro Bo3aeiictema npu 3T

U Mpodumnaktnka TpomMbOTUUYECKMUX OCNOMHEHWIA:
- NpodpMNaKTMKA apTepmrasibHbIX TPOMOO30B:
v’ auetuncanmumnosas kucnota (40-325 mr/cyt) /
v' knonungorpen (75 mr/cyt) /
v' TuknonuamH (500-750 mr/cyT);
- NPOPMNAKTMKA BEHO3HbIX TPOMOO30B:
v HU3KOMONEKyNapHble renapuHbl (HM).

0 UnTopeayKkTuBHas Tepanus:
- UMTOCTaTUYECKME npenaparbi:

v rngpokcukapbammg (10-30 mr/kr/cyT) /

v UdH-a (1,5-5,0 maH ME 3 pasa B Hegento) /

v nernnmposaHHbiit UPH-a (narmHTepdepoH a-2a, narnHTepdepoH a-2b, uensrnHtepdpepoH a-2b)
(45—-160 mkr 1 pas B Hegento) /

v’ aHarpenug, (2—10 mr/cyT).

L NleyeHune ocnoskHeHMit 3abonesaHna (Tpombo3bl, TPOMB03IMBOANK).

HauuoHanbHble KAMHWYECKWE DEKOMEHAALMM MO AUATHOCTUKE W IedeHunio Ph-HeraTuBHbIX MyMenonponndepaTUeHbIX 3a601eBaHWIA {UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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CymmuposaHHble peKomeHaauum no nevyeHuio 3T
Dna Bcex 60bHbIX

O NMpodunakTnka cepaeyHo-cocyamcTtbix 3abonesaHnii (yctpaHeHne GaKkTopoB puUCKa).

O MpenapaTbl aLeTMACannLMNOBON KMCAOTbl (40—-325 mr/cyT), NPU PE3NUCTEHTHOCTU K HUM U/UAn nx
HenepeHOCMMOCTM NOKa3aHO Ha3HaYeHne Apyrux Ae3arperaHTos:

v' knonungorpen (75 mr/cyt) /

v' TnknonuaumH (500-750 mr/cyT).

U NnaHoBble xMpypruyeckme BMeLIaTeNbCTBa U IeYEHNE Y CTOMATONOra A0/13KHbI ObITb OTI0XEHbI A0
HOpManu3auuu nokasatenein Tpombountos. NpoBoanman Tepanua AoNXKHa ObiTb 3abnaroBpemeHHoO (B
COOTBETCTBUMU C PapMaKOKUHETUKON NPUMEHSEMOro Npenapara) npekpalleHa 4o onepaTMBHOro
BMelLaTeNbCTBa U NPOAO/IKEHA Nocne.

HauuoHanbHble KAMHWYECKWE DEKOMEHAALMM MO AUATHOCTUKE W IedeHunio Ph-HeraTuBHbIX MyMenonponndepaTUeHbIX 3a601eBaHWIA {UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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CymmuposaHHble peKomeHaauum no nevyeHuio 3T

Ana 60NbHbIX U3 rpynnbl HU3KOro pUcKa — HabatogeHue

0 LnTtopeaykTuBHas Tepanusa NoKasaHa B CAeAyHOLWUX CyYanX:

- TpombouunTos (Tpomboumntbl > 1500 x 10°/n);

- nepej NNaHOBbIMU XMPYPrUYECKMMM BMeLLIaTeNbCTBaAMU;

- nporpeccupoBaHue 3abonesaHua (ysenmyeHne Konmdectsa Tpombouutos > 300 x 10°/n 3a 3 mecAuga,
noAB/ieHMe CNAeHOMEerainmn, CMMNTOMOB 06LLIero xapaKkrepa);

- OC/IOXKHEHUA (TPOMBO3 KN KpoBOTEYEHMe).

HauuoHanbHble KAMHWYECKWE DEKOMEHAALMM MO AUATHOCTUKE W IedeHunio Ph-HeraTuBHbIX MyMenonponndepaTUeHbIX 3a601eBaHWIA {UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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CymmupoBaHHble peKomeHaauum no neyeHuto 3T

AnAa 60NbHbIX U3 TPYNNbl NPOMENKYTOUYHOIO PUCKA
(BbI6OP NpenapaTta onpeaenaeTca Bo3pactom 60/1bHOrO)

1 BospacTt <60 nert:
- MNepBadA AMHUA Tepanuu — HabnogeHne, UOH-ao n/mnn aHarpenup;
- BTOpas nAMHKUA Tepanum — ruagpokcukapbammua n/vnmn aHarpenna.

1 Bospact > 60 ner:
- [lepBas AMHKUA Tepanun — rMAPOKCUKapbamua;
- BTtopaa AuHuA Tepanuu — aHarpenua n/mnm NPH-a.

HauuoHanbHble KAMHWYECKWE DEKOMEHAALMM MO AUATHOCTUKE W IedeHunio Ph-HeraTuBHbIX MyMenonponndepaTUeHbIX 3a601eBaHWIA {UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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CymmunposaHHble peKoMmeHgauum no nevyeHuio 3T
Ana 60nbHbIX U3 FPyNnbl BbICOKOro PUCKa

 BospacT <40 nert:
- MNepBaa AuHUA Tepannn — UOH-a u/mnn aHarpennp;
- Btopasa nnHua Tepanum — rmapokcmMkapbamma,

1 Bospact > 40 ner:
- [epBaa AnHUA Tepannum — rMAPOKCMKapbamma;
- BTtopaa AuMHuA Tepanunu — aHarpenua u/vmnvm NOH-a.

HauuoHanbHble KAMHWYECKWE DEKOMEHAALMM MO AUATHOCTUKE W IedeHunio Ph-HeraTuBHbIX MyMenonponndepaTUeHbIX 3a601eBaHWIA {UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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HaunoHanbHble KAMHUYECKUue pekomeHaaumm no AUarHoCTUKE U
neyeHuto Ph-HeratMsHbIX MUenonponndepaTuBHbIX 3abonesaHmi
(MCTUHHOM NOAULUTEMMU, SCCEHLMANBHOU TpOoMboUMTEMUM,
nepsn4yHOro mmenopmubposa)

(pepakuma 2020r.)
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Lenn tepanuu MNMo

J KoHTponb 3aboneBaHus: npeaynpesxkaeHme NnporpeccMpoBaHus,
yBesinyeHue obuien n 6espeungnBHON BbIXKMBAEMOCTMH;

J obneryeHmne cMMNTOMaTUKMK, YayULLEHUE KAYeCTBA KU3HMU
(neyeHne aHeMUM M APYIUX UUTOMEHUNIN, YMEHbLUEHUE PA3MEPOB CENE3EHKM,
KOHTPO/Ib CUMNTOMOB MHTOKCUKALMK);

J npeaynpexaeHue oCcNoKHEHUM B cydyae bepeMeHHOCTU, XUPYPTrUYecKmnx
onepaunm

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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MeTtoabl TepaneBTUYecKoro sosageucrsma npu NNVIo

JannoTlCK (TpaHcnaaHTauua annoreHHbIX remono3TUYECKUX CTBOJIOBbIX K/1€TOK)

* KaHaupaTtamu ABAAIOTCA MNAUMEHTbI MPOMEKYTOYHOTO-2 UM BbICOKOTO pMUCKa no wKanam DIPSS n DIPSS+, 6e3
cepbe3HbIX CONYTCTBYOLWMX 3aboneBaHnI, c comatTmiyeckmm ctatycom 0—2 6anna no wKkane ECOG npu Hannumm HLA-
NAEHTUYHOTO POACTBEHHONO UM HEPOACTBEHHOIO AOHOPA (MOryT pacCMaTPMUBATLCA TaKXKe aNbTePHATUBHbIE
NCTOYHMKN AOHOPCKMX reMOMNO3TUYECKNX CTBOIOBbIX K/IETOK: ranIoMAeHTUYHbIN UM YAaCTUYHO COBMECTMMBbIN AOHOP).

* [laumeHTbl HU3KOro U NPOMEXKYTOUYHOro-1 pMCKa TaK¥Ke ABNAKTCA BO3MOXHbIMU KaHAMAaTaMuM Ha annoTlICK npu
nepBbIX NPU3HAKax NporpeccmpoBaHmnA 3abonesaHus.

* [lauueHTbl B ¢pa3e TpaHchopmaumm B OMJ1 moryT 6bITb KaHAMAATamMKu Ha annoTICK nocne nposeaeHun
NHAOYKUMOHHOM Tepanmu no nporpamme nedveHuna OMJI.

* [lepen annoTlCK y 60/bHbIX CO 3HAYNTENBHOM CNAEHOMEraAnen uesecoobpasHo npoBeaeHne UUTopeayKTMBHOM
Tepanumn, Tepanmn nHrmnbutopamm JAK2, a B HEKOTOpPbIX cay4dasax Takxke C3I.

* [lauyeHTam c AAnTeNbHbIM TPAHCHY3NOHHbIM aHAMHE3OM M NPU3HAKaMK neperpy3ku xenesom nepen annoTCK
pPeKoMeHAyeTcA NpoBeAeHNe XeNaToOpHOM Tepanum.

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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MeTtoabl TepaneBTUYecKoro sosageucrsma npu NNVIo

A xupypruueckoe neyeHume (cnneHakromua [CI], KoppeKuusa nopTasbHOU runepTeH3nmn)

* [loKasaHuA K npoBeaeHuto CI: nporpeccupyrowasa cnaeHomeraama ¢ KOMNPeCCUOHHbIM CUHAPOMOM, MHTOKCUKALUA,
obycnoBneHHas 601bLLION ONYXOIEBON MACCOM, TAXKENble rMnepKatabonyeckme CMMNTOMbI, BK/OYAA KaXxeKCcuto,
rnyboKkyto aHemuio, pedpaKTeEPHbIN reMOo/In3, TPOMBOOUUTONEHUIO, PE3UCTEHTHYIO K TPAaANULMOHHBIM METOAAM
Tepanumn, obwnpHbie MHPAPKTbI CeNe3eHKN C YrPo30M pa3pbliBa, BHENEYEHOYHAA NOPTabHAA TMNEPTEH3UA C YIPO30W
KPOBOTEYEHUA U3 KeNnyaKa v NuLLesoaa.

* B nepunopg nocne C3 HeobxoaMma UUTOPEAYKTUBHAA Tepanua rMapPoKCuKapbammaom, B caydyae pe3ncTeHTHOCTU K Hel
— Tepanua KnagpubumnHom.

* bBO/bHbIM C MOPTANbHOM rMNEPTEH3NEN U BAPMUKO3HbIM pacClUMPEHMEM BEH HEODOXOANMMO NPOBOAUTDL OLIEHKY
NOPTa/ZIbHOroO KpoBoObOpaLLeHNA B AnHaMMKe. [lopTanbHaA rMnepTeH3na, cBA3aHHaA co cnaeHomeranamnen, nocne C3
pPa3peLaeTca B OTINYME OT C/Iy4aeB BTOPUYHOM BHYTPUNEYEHOYHON OOCTPYKLMMN, KOTOPbie TPEDOYIOT CUCTEMHOTO
NOPTAaNbHOIO WYHTUPOBAHMUS.

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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MeTtoabl TepaneBTU4ecKkoro sosagencrama npu NVIe

JdnyueBan Tepanusa

* [lpnmeHAeTCAa 419 KOHTPO/IA 04aroB 3KCTPamMeayNAPHOro KPOBETBOPEHMA.

* 3ddPeKTUBHbLI Manble A03bl 0bayyeHuna (0,1-0,5 Mp, pa3aeneHHbie Ha 5—10 ceaHcoB).

e JlyyeBadA Tepanua Ha 061aCTb NEeYEHU U cene3eHKNn MMeeT KPaTKoBpPeMEHHbIN (3—6
mecsueB) 3pdeKT, conpsKeHa C PUCKOM ycyrybieHna uMToneHnm 1 B OCHOBHOM
npoBoAnTCA 60NIbHbIM, UMEOLLIMM NPOTUBOMNOKAa3aHMUA K C3.

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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MeTtoabl TepaneBTU4ecKoro so3ageucrsma npu NNVIo

- MmeagnKameHTO3HaAa TepanuAa

v LiuToctatnyeckune npenapartbl, Kak Npasnao0, HA3HA4YaAOT B Ka4eCTtBe MOHOTEPANnnn B HU3KUX A03aX:

rmapokcukapbammg 10—30 mr/Kr/cyTKu BHYTPb;

MepKanTonypuH 1—2 mr/Kr/cyTku BHYTpPb;

unTtapabuH 1020 mr/m? /cytkn B/Mm nnm B/B Kypcom 10-14 gHeln Kaxkablh mecau,;

bycynbdaH 0,5—-4 mr/cyTKM BHYTPb A0 cymmapHou A03bl 200 mr;

NHD-a moKeT 6bITb PEKOMEHA0BAH KaK Tepanua NepBor IMHUK Y 601bHbIX MonoKe 60 neT c paHHen ctaanen
MM® npwu oTCyTCTBMM MACCUBHOM cnaeHomeranmu B go3se 1,5-3 maH ME noaKoxHo yepes aeHb, ANUTENbHO;
COYEeTaHHOE Ha3HaYeHune umTocTaTnyeckux npenapatos ¢ MOH-a moxKeT nosbiwaTb 3GPEKTUBHOCTb IEYEHUA U
NO3BONAET CHU3UTb A03bl KaXKA0ro npenapaTa ¢ yay4ylleHnem NepeHOCUMOCTU NeYEeHUA

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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MeTtoabl TepaneBTU4ecKoro so3ageucrsma npu NNVIo

- MmeagnKameHTO3HaAa TepanuAa

v' penapatbl, CTUMYINPYIOLLME 3PUTPOMNOI3:

*  MCMONb3YIOTCA ANA KYNMPOBAHUA aHEMUN U YMEHbLLEHNA NOTPEOHOCTU B remoTpaHchy3nsx;

* bonee apdeKTUBHbI NPU NOKasaTenAX 3pUTPONosTUHa meHee 125 ME/n, oTcyTcTBUM TPAHCHY3NOHHOM
3aBMCMMOCTU U BbIPaXKEHHOM CN/IEHOMEranunu;

* HayvanbHom ao3om asnaetca 10 000 en. 3 pa3a B Hegento. o3y nosbiwatoT Ao 20 000 en. yepes 1 mecau, B cayyasnx,
KOoraa paHHUI OTBET He HabntoaaeTcs;

* MpPuW OTCYTCTBMU OTBETA JIEYEHME CAeAyeT NPEeKpPaTUTb Yyepe3 3—4 mecAaua;

e 00wWaa spPeKTUBHOCTb BBEAEHUA IPUTPONO3TUHA COCTABAAET OKONO 56 %, a apPeKT anmntca B cpegHem okoso 1
roga

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
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MeTtoabl TepaneBTU4ecKoro so3ageucrsma npu NNVIo

- MmeagnKameHTO3HaAa TepanuAa

V' [NoKoKopTUKOCTepouabl (NpeaHU3010H, AeKCaMeTa3oH)

*  OCHOBHOM K/JIMHUYECKNM 3DPEKT 3aKNto4aeTcs B ObICTPOM YMEHbLUEHUM CUMNTOMOB OMYX0/1€BON MHTOKCUKALMU;
 006n1a4atoT 3HAUUTENIbHBIMK MNOBOYHBIMU pPeaKUMAMM, 0COOEHHO NPU ANUTE/IBHOM NPUMEHEHUN, U TPEDbYIOT

NOCTOAHHOM NoAAePKUBAIOLLLEN TEPANUN;
*  MPMMEHSAIOTCA B COCTaBe KOMOUHUPOBAHHOW TepanUmM C UMMYHOMOAYAATOPAMW U CUMNTOMATMYECKOM Tepanmen B

Pa3HbIX A03aX N MO PaA3/IMYHbIM CXEMaM,
®* OTHOCUTE/NIbHbIM NPOTNBOMOKA3aAHUEM K TEPATNMNU TNIOKOKOPTUROCTEPOUAAMUN ABNAETCA HA/TUYNE CaXaPHOTO

Anaberta n octeoneHunn.
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MeToabl TepaneBTUYECKoro sosgeucrama npm NMoe

] meanKkameHTO3HaA Tepanua

v' AHpporeHbl (aHabonunueckme creponpl)

* [aHa30/1 pekoMeHAayT 60NbHbIM C TPAaHCPY3MOHHO-3aBUCUMOM aHEMUEN NPU HANTUYNM CUMNTOMOB OMYXO1E€BOW
WHTOKCUKaLUMK;

* naumeHTam c maccon Tena meHee 80 Kr A4aHa30/1 Ha3HayvaloT B Ao3e 600 mr/cyT, y nauMeHToB ¢ maccon Tena bonee
80 Kr f03a npenapaTa coctanseT 800 mr/cyTKu;

*  30PEKTUBHOCTb TEPANUN OLUEHMBAIOT Yepes3 6 MecALEB;

* NPV JOCTUMKEHMUWN OTBETA NPUEM AaHa30/1a NpoaoaxKatoT B go3e 400 mr/ cyT B Te4eHUe 6 mecAues ¢ Aa/ibHENLLINM
CHUMKEHMEM A03bl 40 MUHMUMa/IbHOM, HEOBXOANMOWN ANA NoAAepPHKaHUSA O0TBeTa, HO He meHee 200 mr/cyTKu;

e Bcem H60/IbHbIM, MO/YYaAKOLMM AaHA30A, CheayeT He pexe 1 pa3a B mecaAl, BbINONHATb OBMOXMMNYECKMIN aHaNn3
KpoBM, Kaxkable 6—12 mec. — Y3 neyeHun. Y Bcex MyKYMH Heobxoanmmo nccneaoBaTb YPOBEHb NPOCTAaTUYECKOrO
cneunPurUeckoro aHTUreHa nepea Ha4yaslomM Ne4eHmsa U NepuoanyYecKkmn NOBTOPATb USMEPEHME HA NPOTAXKEHUM
BCEro nepuoaa nevyeHus;

*  NPOTUBOMOKA3AHUAMM K HA3HAYEHUIO aHAPOreHOB ABNAIOTCA NOBbILLEHUE YPOBHA NPOCTAaTUYECKOrO
cneundunYecKkoro aHTUreHa U/Mamn Hannume B aHaMHese paka NpPocTaThl
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MeToabl TepaneBTUYECKoro sosgeucrama npm NMoe

] meanKkameHTO3HaA Tepanua

V" UHrmbutopsbl JAK2. OdunumanbHO paspeLleH K NPUMEHEHUIO Ha AaHHbIN MOMEHT TONbKO PYKCONUTUHNG

* npenapaTtbl BAUAIOT Kak Ha MyTaHTHbIM (JAK2V617F), Tak 1 Ha Ankuit Tun JAK-KMHa3, nostomy moryT 6biTb
3pdEKTUBHBI U NPK NevyeHnn 6onbHbIX 6e3 myTaunm JAK2V617F;

* HayanbHaA A03a Npenaparta 3aBUCUT OT KoAMYecTBa TPOMBOLMUTOB;

* B nepsble 4 Hegenn Tepanuun A403UPOBKY He cneayeT MeHATb;

* NOKa3aH 60nbHbIM U3 TPYNMN HU3KOFO U MPOMENKYTOYHOTO-1 PUCKA, C PE3UCTEHTHOCTbLIO K TMAPOKCMKapbammay,
APYTMM UMTOCTaTMYECKMM npenapaTam uam MOH-a, a Takke 60bHbIM U3 TPYNn NPOMENKYTOYHOIO-2 1 BbICOKOTO
PUCKa;

* npenapart BbiIbOpa y NAaLUMEHTOB, KOTOPbIE HYXKAATCSA B ObICTPOM COKpaLLEHUN PAa3MEPOB CeNe3eHKU U/ mnm
KYNMPOBaHUN CUMNTOMOB OMYyX0NeBOM MHTOKCMKauum nepeq annoTlCK;

* B C/ly4ae OTMeHbl Npenaparta Pa3BMBAETCA CUHAPOM «KLMTOKMHOBOM OTAQYMY», BblparkatoWwmnmnca B bbicTpom
BO3BpaTe CMMMTOMOB MHTOKCUKALMKM BNNOTb A0 CUCTEMHOM BOCNANUTE/IbHON peakumn 1 cniaeHomeranun. B ceasm
c 3TUm TpebyeTcA nocTeneHHana OTMEHA NpenapaTta, Ha3HAaYeHMe IMIOKOKOPTUKOCTEPOUAOB B HU3KMUX A03aX

HauuoHanbHble KAMHWYECKWE PEKOMEHAALMM MO AUATHOCTUKE M IedeHunio Ph-HeraTueHbIX MyMenonponudepaTUBHbIX 3a601eBaHWIA (UCTUHHOW NONWMLMTEMMM, SCCEHLMANBHONW TPOMBOLMTEMUM, NEPBUYHOTO MUenodubposa) (pegakuma 2020r1.)
KnuHuueckaa oHkorematonorua. 2021;14(2):262-98



MeTtoabl TepaneBTU4ecKoro so3ageucrsma npu NNVIo

] lemoKomnoHeHTHaA Tepanua

* TpaHcPy3nMmn KOMMOHEHTOB KPOBU NPUMEHSAIOT NPU HANNYUN LUTOMEHNM C PUCKOM OMNACHbIX ANA XKU3HU
OC/IOXKHEHUN.

* [lepenuBaHua sputTpoumTCcOAEpPHKaALMX Cpea NOKa3aHbl MPU HAANYUU AaHEMUYECKOTO CUHAPOMA, NPU 3TOM
HEOT/IOXHOCTb U 06 bem TpaHCPY3MKM ONPeaenatoTCA CTENEHb HeAOCTAaTOYHOCTU KPOBOODOpaLLEHUA, @ HE YPOBHEM
remornobuHa.

* LeneBas KOHUEHTpaUmMa remornobmMHa Npu NposeaeHU reMOKOMMNOHEHTHOM Tepanuu Ao/XKHa bbITb Bblwwe 70 r/n,
a Mpu HaN4YMKU cepaevyHO-cocyanucTon natosnorum — soiwe 90 r/n.

* [loKa3aHMeM K nepenmBaHMIoO TPOMBOKOHUEHTPATa CAYXHKUT YNCN0 TpoMboumToB HUxKe 10 x 10°/n nau
TPOMOBOUUTONEHMA C PAa3BUTUEM reMOPPaArMYecKkoro cMHaApoma. lNMpun Hannymm NoBbILWEHHOTO NOTPebNeHUS
TpomboumnToB (NMxopaaka, UHOEKLUMU, HANNYUE TEMOPPATNYECKOro CUMHAPOMA) NN BTOPUYHOM KoarynonaTmm ms-
3a HapyweHua pyHKUMM NeyeHn HeobxoaMmo noaaep>KnusaTb YMCA0 TpombouuToB Bbiwe 20 x 10°/n.

* [lpy HaANYNM NPU3HAKOB CUHAPOMA ANCCEMUHNPOBAHHOIO BHYTPUCOCYANUCTOrO CBEPTbIBAHNA NN KPOBOTEYEHUMN
Lle/ieBoe KO/IMYecTBO TPOMbOOLMTOB, NOAAEP>KMBAEeMOe C NOMOLLbIO TpaHChY3UIA, AOMKHO bbiTb 6onee 50 x 10°/n.
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Huskuit n npomerkytouHbiin-1 puck (IPSS, DIPSS, DIPSS+)

v Y naumneHToB 3TOM rpynmnbl BEPOATHbI AnTenbHan (7—15 neT) npoaoKUTeNbHOCTb }KU3HU U HU3KUIA
PUCK NporpeccupoBaHms 3abonesaHma c ucxogom 8 OM/1.

v" TpuMeHeHne arpeccmBHbIX METOA0B JIeYEeHUA CONPAMNKEHO € 6onee BbICOKMM PUCKOM NOBOYHbIX
apdeKTOB, YEM PUCK NporpeccmpoBaHma 3aboneBaHmA.

v" Tpu OTCYTCTBMMN CUMMTOMOB MHTOKCUKALIMKN U OCNIOKHEHWUIA ONPaBAaHO TONbKO ANHAMMNYECKOe
HabnoaeHme.

v TMNpu BbIGOPE TaKTUKKM NeyeHna 6obHbIX MoJioXKe 60 neT 6e3 BbiparKeHHOW CONYTCTBYIOLLLE NaTONOMMM
B TeyeHune 1-2 neT oT Hayana 3abonesaHuA cneayeT obcyanuTb BO3MOXKHOCTb NpoBeaeHnsa annoTlCK.

v' Tepanuio cnegyeT HaYMHATb NPU NOABNEHUN CUMITOMOB, OrPaHMUYNBAIOLWMX XKU3HEALATE/IbHOCTb
6onbHOrO:

* KOppeKuua aHeMuu npenapaTamu, CTUMYAUPYIOLLUMKU 3PUTPON033 (Aapbono3TUH-A, SN03TUH-Q,
3N03TUH-B), aHaporeHamu (AaHa30n);

* KynMpoBaHME CUMMNTOMOB OMYyXONE€BOM MHTOKCUKALU MU MIOKOKOPTUKOCTEpOUaAamm (MpeaHN30N0H).
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HusKkunit u npomerkytouHbin-1 puck (IPSS, DIPSS, DIPSS+)

v' BbICTPO Nporpeccupytolas CMMNTOMaTUYECKas CrIeHOMErana ¢ yrpo3oi pa3pbiBa CeNe3eHKH,
HanM4Yne CUMNTOMOB 0bOLLEro xapaKktepa, HeadPEKTUBHOCTb CUMNTOMATUYECKOM TEPANUK CAyKaT
NOKa3aHUAMM ANA NpoBeAeHNA LNTOPEAYKTUBHOM Tepanmu.

v B KauecTBe naToreHeTUYecKMx cpeacTs MoryT 6biTb peKoMeHA0BaHbl MHIMBUTOpLI JAK2:

e vy 60NbHbIX HU3KOTO pUCKa MHIMBUTOPbI JAK2 NoKasaHbl B C/lydae nporpeccupytowen u/mam
COMPOBOXKAAIOLLENCA CUMATOMAMM CiIeHOMEranmm Npm HeadPeKTUBHOCTU TMAPOKCUKapbammaa
n/vnnm NOH-a;

* vy 60NbHbIX U3 TPYNMbl NPOMEXYTOYHOro-1 pucKa MHriMbumuTopobl JAK2 pekomeHa0BaHbl NP HaAUYNmn
CMMMNTOMOB OMNYX0/1€BOU MHTOKCUKALMU NAN NPOTPECCUPYIOLLEN CNJIEHOMETA/IMN B Ka4ecTBe
BTOPOM U NOC/NEAYOWMX NMHUIN Tepanmu, T. e. Npn HeaPPEKTUBHOCTU CTaHAAPTHOM
UMTOpPEeayKTUBHOM Tepanuu (rmapokcukapbamug, NPH-a) B TeueHmne 3—6 mec.
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MpomeKyTouHbIN-2 1 Bbicokui puck (IPSS, DIPSS, DIPSS+)

v TMpu BbIBOPE TaKTUKKU NeveHna 6obHbIX MoJioXKe 60 neT 6e3 BbiparKeHHOW COMYTCTBYIOLLIEN
naTonornu cnepyet obcyamTb BO3MOXKHOCTb npoBeaeHma annoTCK.

v" Tpy HEBO3MOKHOCTM M1aHMpPoBaHMA annoTICK NpoBOAAT LLUTOPEAYKTUBHYIO U
CUMMMTOMATUYECKYIO Tepanuio.

v MNpenmyLLecTBeHHO BbIBUPaOT NpenapaTtbl B COOTBETCTBUU C KIMHUYECKUMMW MPOABAEHUAMM
3a60n1€eBaHUA KaK ANA yay4lleHNA KayecTBa XNU3HU, TaK U ANA YBE/IMYEeHUA ee
NPOAOKUTE/IbHOCTMW.

v" OCHOBHOW NepcneKkTUBOM AaNbHENLLEro Yay4YLLEeHUA PEe3yNbTaToB ieyeHUA Y 601bHbIX,
OTHECEHHbIX B rpynnbl NPOMEXYTOYHOro-2 U BbICOKOIO PUCKa, ABNAETCA NPUMEHEHUe
nHrmnomutopos JAK2.

v" HasHauyeHune nHrnbutopos JAK2 nokasaHo B paMKax Mepsoi IMHUKN Tepanumn Npu Hamymm
CMMNTOMAaTMYECKOM cnaeHoMeraanm n/mam cumntTomoB obLLEro XapaKTepa B COYETaHUU CO
3HaYnTeNbHOM cnaeHomerannen. Ana 60bHbIX U3 3TUX FPYMNN PUCKA HET APYIrMX NEKAPCTBEHHbIX
cpeacTB AnA ObICTPOro COKPALLEHNA pa3mepa CeNIe3EHKN U YNYYLLIEHMA KAYeCcTBa KMU3HW.
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