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METOJ0JIOTUSI PASPABOTKH KJIMHUYECKUX PEKOMEHJIAIIMN.
1.1.MeToaoJorusi c6opa A0Ka3aTeJIbCTB

MeToabl, HCIIOIB30BAHHBIE IS ¢O0pa / ceJIeKIINHU I0KA3aTeIbCTB!

[Touck myGaukanuii B ceqaln3upOBaHHbIX MEPUOANUECKUX MEUATHBIX W3JaHUSIX C UMIAKT-
¢dakropom >0,3;

[Touck B 21eKTpOHHBIX 0a3ax JaHHBIX.

MeTtoabl, HCIIOJIBL30BAHHBIE IJI5l AHAJIN3A JOKA3aTeIbCTB!

. O0630pbI 0MyOIMKOBAaHHBIX METa-aHAIU30B,;

. Cucremaruyeckue 0630pbl ¢ TaOIMLIAMU JOKA3aTEIbCTB.

MeToabl, HCIOJIL30BAHHBIE [1JIs1 ONPe/ieJIeHNs] KA4eCTBA H CHJIBI I0KA3aTE/ILCTB!

. KoHceHcyc akcnepTos;

° OLI,EHKa 3HAa4YMMOCTU AO0Ka3aTesZibCTB B COOTBETCTBUUN C pe[/'ITMHrOBOVI CXemom A0Ka3aTe/1bCTB
(tabn.1).Tabamua 1.

PeiiTuHroBas cxema JJiss OLEHKH CUJIbI I0KA3aTeIbLCTB

VYpoBHH Onucanue
JIOKA3aTeNbCTB
1++ Merta-aHanu3bl BBICOKOIO KauecTBa, CUCTEMaTHUYECKUE 0030pbl
paHAOMU3MPOBAHHBIX KOHTPOJIUPYEMBIX UCCJIEI0BAHUH, WA

PaHAOMU3UPOBAHHBIE KOHTPOJIMPYEMEBIC HUCCJIIEA0OBAHWUA € OYCHb HHU3KUM
PUCKOM CUCTEMATHUYCCKUX oIKO0OK

1+ KauectBenHo MpOBEACHHBIC ME€Ta-aHaJn3bl, CUCTEMATUYECKHC
O630pBI W paHJOMU3UPOBAHHBIE KOHTPOJHUPYEMBIC UCCIICNOBAHUS
1- MeTa-aHaJ’II/BH, CUCTEMATUUYCCKHEC 0630pH HJIn

PaHAOMU3SUPOBAHHBIE KOHTPOJUPYEMBIE HUCCICAOBAHUA C BBICOKUM
PUCKOM CUCTEMATUYCCKUX OIIMOO0K

2++ BbICOKOKaueCTBEHHbIE CUCTEMATUUECKHE 0030pbI UCCIIE0BAHUI
CIIy4al-KOHTPOJIb WJIM KOTOPTHBIX HUCCJIEAOBAHUNA C OTCYTCTBUEM WIIU
OYEHb HU3KMM PHUCKOM 3(PPEKTOB CMELUMBAHUS WM CUCTEMATHYECKHX
oLKOOK U BBICOKOH BEpOSTHOCTbIO MPUYMHHOM B3aUMOCBS3U

2+ Xopowo MpOBEJEHHBIE HCCIEN0BAHUS Cllydyall-KOHTPOJb WU
KOTFOPTHbIE MCCJIE0BAHUS CO CPEIHUM PUCKOM 3((eKToB cMelIMBaHUs
WIA CUCTEMATUUYECKUX OLIMOOK M CpeJHEHl BEpOSTHOCTBIO MPUYMHHOMN
B3aMMOCBSI3U

2- HccnenoBanus ciay4ai-KOHTPOJIb UM KOTOPTHBIE UCCIIEA0BAHUS
C BBICOKMM pPHUCKOM 3((EKTOB CMELIMBAaHUA WM CHCTEMaTHYeCKUX
oKOOK U CpeIHEN BEPOSTHOCTHIO MPUUMHHON B3aUMOCBS3H

3 He ananuTuyeckue wuccienoBaHusi (OMUCAHUs CydaeB, Cepuit
Clly4yaeB)

4 MHeHue SKCrepToB




1.2.MeTopoJorusi pa3paboTKu peKoMeHAanH i

OnucaHue MeTOAMKH aHAJIN3A I0KA3aTeJbCTB U pa3padoTKH peKOMeHAaIUii:

IIpn orOope nyOnukauuii, KaKk HMCTOYHUKOB JIOKA3aTeNbCTB, HUCIOJb30BAHHAS B KaXAOM
MCCJIeJIOBAaHUM METOJ0JIOTUS U3yuasach AJsl TOro, YToObl yOeaUThcs B COOTBETCTBUM €€ MPHUHIIMIIAM
JIOKa3aTe/lbHOM  MenuuMHbl. Pe3ynbTaT u3yuyeHHs BIMSAJA Ha yPOBEHb J0Ka3aTelbHOCTH,
npucBaMBaeMblid MyOJMKallMM, 4YTO B CBOK O4Yepelb BIMSET Ha CHUJY, BBITEKAIOIIMX U3 Hee
PpEKOMEH AL,

MeTtoonorudeckoe M3ydeHue (poKycHMpoBasioch Ha OCOOCHHOCTAX Ju3aiiHa WCCIIEOBaHU,
KOTOpbIE OKa3bIBaJIM CYLIECTBEHHOE BJIMSHHUE HA KAYECTBO PE3YJbTAaTOB U BHIBOJOB.

C Ledbl0  HMCKIHOYEHHs BIUSHUS CYOBEKTMBHBIX (AKTOPOB KaXJI0€ HCCJIeJI0BaHHE
OLEHMBAJIOCH HE3aBUCUMO, KAK MUHUMYM JIByMsl HE3aBUCHUMBIMM YJIEHAMU aBTOPCKOTO KOJIJIEKTHBA.
Paznuuus B oneHke o0CyX1aluch Ha COBELAHUAX paboueid rpynmbl aBTOPCKOro KOJIJIEKTHBA JaHHBIX
peKOMeHJalui.

Ha ocHoBaHuM aHanu3a JokKa3aTejbCTB TMOC/EA0BaTeNbHO OblLIM pa3padoTaHbl pa3fesbl
KIIMHUYECKUX PEKOMEHJAIMI C OLIEHKOM CUJIbl B COOTBETCTBUM C PEUTUHIOBOM CXEMOUW peKOMeHAalui
(Tabn.2).

MeToabl, HCTIOJIB30BaHHBIE s GOpMYyTHPOBAHMS peKOMEHJALMIA:

. KoHceHcyc akcnepTos,;

d O1leHKa 3HAUMMOCTH PEKOMEH Ialii B COOTBETCTBUU C PEUTHUHIOBOM cxemoii (Tad1.2)

Tabauua 2.

PeiiTuHroBas cxema Jisi OUEHKH CUJIbI pEKOMEHJaluui

YpoBHu OnucaHue
JI0Ka3aTelIbCTB

A PexoMeHalmMu ocHOBaHBI:

Mo MEHbIleH Mepe, Ha OJTHOM MeTa-aHalu3e, CUCTEeMaTHUYecKoM 0030pe
WM paHAOMU3UPOBAaHHBIE KOHTPOJIMPYEMbIE UCCIEA0BaHUS, OLIEHEHHBIX
kak 14+, HanpsMyl TOpPUMEHMMBIX K LeJIeBOH MOMyJsiuuu U
JEMOHCTPUPYIOLIUX YCTONUMBOCTh Pe3ybTaTOB

Wi

rpymnmne J0Ka3aTelbCTB, BKJIOUAIOMIMX pPe3yNbTaThl HCCIEA0BaAHMIA,
OLIEHEHHBIX Kak 1+, HampsAMyl0 NPUMEHMMBIX K LEJIeBOW MOMyNsiuuu U
JEMOHCTPUPYIOLIMX OOLIYI0 YCTOWYMBOCTD Pe3yJbTaToOB

B PexomMenmamm oCHOBaHBI.

Ha TpyMne JA0Ka3aTejbCTB, BKIIOYAIOIIUX pPE3yJbTaThl HCCIEIOBAHUI,
OLIGHEHHBIX KaK 2++, HanpsAMYyI MPUMEHUMBIX K LIeJIeBOM MOMYyNALUU U
JIEMOHCTPUPYIOIUX OOIIYI0 YCTOWYMBOCTh PE3YJIbTATOB




1701071
HKCTPAIOJMPOBAHHBIX JOKA3aTeJLCTB U3 UCCIIEJOBAHUMN, OIICHEHHBIX Kak
1++wmm 1+

C PexomMeHariu OCHOBAHBI:

Ha TpYyNIe J0Ka3aTelbCTB, BKIIOYAIOIUX Pe3yJbTaThl HCCIIEIOBAHMIA,
OLIEHEHHBIX Kak 2+, HampsMyl0 NPUMEHUMBIX K LEJCBOW MOMYJAUUN 1
JIEMOHCTPHUPYIOLIMX OOIIYI0 YCTOWYMBOCTD Pe3yJIbTaTOB

WU

HKCTPANOIMPOBAHHBIX JI0Ka3aTeJIbCTB U3 UCCICIOBAHUM, OLCHEHHBIX KaK
2++

D PexoMeHngauyuy ocHOBaHbI Ha I0Ka3aTelbCTBAX YpPOBH:A 3w 4
i

OKCTPANOJIMPOBAHHLIX TOKa3aTCJIbCTB U3 KCCIIEIOBaHUM, OLIEHEHHBIX KakK
2+

HNuankaTtopel 1o0pokavecTBeHHOH KiamHuU4eckoii mpaktuku (Good Practice Points —
GPPs):
JloOpokauecTBeHHasi TpPaKTHMKa pPEKOMEHAAlMii OCHOBBbIBaeTCS Ha KBanMDUKALMHU U

KIIMHUYECKOM OIILITE aBTOPCKOI'0 KOJJICKTHBA.

1.3.MeToaoJiorusi BaJuan3alui peKOMeH anuii
MeTtoabl BATUAU3ANHU PEKOMEHIAIIHIA:
. BHyTpeHHss 3KCTIepTHas OLIEHKa,;

. BHewnss skcnepTHas OLICHKA.

BBEJIEHMUE.

MuenonponudepatuBHsie  3aboneBanus (MII3) npencraBnstor  co0oil  KiIOHalbHBIE
3a00JieBaHus, BOSHUKAIOLIME HA YPOBHE CTBOJIOBOW KpoBeTBOpHOHN KkieTku. MII3 xapakrepusyrorces
nponudepanreil o1HON WM Oosiee KJIETOYHON JIMHUM MHUENONo33a B KOCTHOM MO3re C MpU3HaKamu
COXpaHHOI TepMUHaNBHOW AU(PPEpPEeHUMPOBKH, W CONPOBOXKAAIOTCSA H3MEHEHMEM [oKa3aTelneit
nepudepuueckoil kposu. B coorBercTBuu ¢ kiaccupukanueir BO3 2008 k muenonponudepaTUBHbIM
3a00JIeBaHUSAM OTHOCST BOCEMb Ho30sorueckux (opm [1]. BHyTpu 3T0# rpynmnsl Gose3Heil BbIIeNSOT
XpOHUUYECKUI MHeNouIHbINH Jeiiko3 (XMJI), mpu KOTOpPOM NPHUCYTCTBYET MNAaTOrHOMOHWYHBIH
crierduryeckuii Mapkep - punanenbuiickas xpomocoma (Ph)u 3aboneBanusi, He acCCOLMMPOBAHHBIE C
¢unanenbPpuiickoit XpoMOCOMOM, YeThIpe HO30JIOTUUECKUX (OPMBI U3 KOTOPBIX (MCTUHHAsS

noauuutemus (MI1), nepeuunbii muenopuodpos ([IM®), sccenumanbHas tpombonuremus (OT) wu
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XpOHUYECKOoe MueonpoudepaTuBHoe 3a00lieBaHKe, Hekaccudumpyemoe) oxsaTeiBatoT Oosiee 98%
0onbHbIX Ph#erarusasivu MI13 [2, 3].

Oruonoruss MII3 npo cux mnop He ycraHoBiaeHa. Benymeid rumore3oii sBaseTcs
MHOI03TalHOCTh BO3HUKHOBEHMs 3a00sieBaHusl, I/l MpeapacnookKEeHHOCTh K 0O0JIe3HU peanusyercs
No/J| BO3JeiicTBUEM BHELIHUX (PaKTOPOB, MOBPEkKAAIOLIMX N€HOM HOPMaJbHOM KJIETKH U NPUBOJIALLNX K
ee 3JJ0KaueCTBEHHO TpaHchopmaimu [4].

OtkpbiTie  mytaiun JAK2V617F npuBeno K mepecMOTpY AMAarHOCTUYECKMX KPUTEPHUEB,
KpUTEpHUEB OTBETA HA MPOBOJUMYIO TE€parHIo, a TaKXKe SIBUJIOCH CTUMYJIOM U1l CUHTE3a HOBOIO KJjlacca
TapreTHBIX MpenapaToB - HU3KOMOJIEKYJIApHbIX HHruOuTOopoB JAK2. OnHako JieueHre Ph+eraTuBHbIX
MII3 ocraercs cnoxHoi 3amaueid, TpeOyrowllel BbICOKOWH cTeneHW NpodeccuoHanbHOro ormelita. B
HacTosllee BpeMs B OTeYECTBEHHOUN KJIMHUYECKOW MpaKkTHKe OTCYTCTBYIOT OOLIENPUHSAThHIE CTaHIAPThI

JUArHoCTUKH U JICUCHUA Phsierarusaeix MIT3.

9TUOJIOTUSA U TATOI'EHE3 Ph - HET'ATUBHbIX MII3.

HecMoTps Ha TO, 4yTO B MOCJEAHME TOJbl JOCTUTHYThHI 3HaYUTENbHBIE YCNeXU B pacliu(poBke
MOJICKYJISIPHO-TeHETHYeCKUX ~ MexaHu3MoB  PhseratuBueix  MII3, nepBoHauanbHas —MyTalus,
NPUBOAALIAS K MAJUIHU3ALMU TeMOTOATHYECKON KIeTku npu Phieratuueix MI13 HensBecTHa, X0TA
NpUOTU3UTENHHO OT YETBEPTH A0 TMOJOBUHBI OONBHBIX 3TUMH 3a00J€BaHUAMH UMEIOT TOYEUHYIO
mytanmio B rene JAK2 [5, 6, 7].

OtkpbiTie myTtauuu V617F B rene JAK2 B 2005 sBUIOCH 3HAUMTENBHBIM IIaroM B
MOHUMaHUU OUOJIOTUYECKUX U KIMHUUYECKUX ocoOeHHocTeil Ph-+eratusubix MIT3. [IpakTuuecku y Bcex
nauuentoB ¢ UI1 BeisBnsercs myrauus JAK2: B 96% cinyuaeB myrauus JAK2V617F (14sk30H) 1 B
2% nabmoneHnit mytauus B ok3oHe 12 rena JAK2 [8, 9]. Mytauns JAK2V617Ftakke BbIBIsAETCS
npu DT B 55%nabmroennit 1 NpucyTCTBYeT NpuMepHo B 45 - 68%cnydaes npu [IM® [9, 10, 11, 12].
Torna kak mytanus B 12 sk30He rena JAK2 npaktuuecku He Berpevaetcs npu DT u [IM® [11].

[Tomumo mytaunu JAK2 y 6onbHbIX MII3 BBISBAAIOT MyTalMy U B ApYrux reHax. Myrauuu
rena MPL Bctpeuatorcs npumepHo B 4% nabmonenuii npu DT, u B 8% HabmoaeHuii npu [IM®, u
penko nipu UIT. [Tpuuem Hanbonee yacteie mytaunu MPLW515L/K B ak3one 10 [13, 14, 15]MyTtauus
MPLS505N eisiBasieTcst kak npu DT, Tak ¥ Npu HacieACTBEHHON TpomboumTemun [16, 17]. JlanHbie
MyTalMd He SBIAOTCS cTporo cneurpuuHeiMu ig MII3 M MMelOT BTOpWYHBIM TeHe3 B Lenu

IF€HETHYECKUX COOBITHH. BePOHTHHM MOJICKYJIAPHO-TEHETUYCCKUM MEXaHU3MOM pa3BUTUA 00J1e3HU
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MoryT ObITh akTuBauus JAKZ kuHa3bl, MyTauus B reHe peuentropa tpombonostuHa MPL, norteps
¢yukunm rena LNK 6enka SH2B3,unrubupytouiero aktusHocth JAK2.

Myrtauuu B renax JAK2 u MPL umerot BaxkHOe JAMarHocTyeckoe 3HaueHue. X BhIsBICHUE
CBUJIETEJILCTBYET O KJOHAJIBLHOM Xapakrepe 3a0ojieBaHMs M momoraer B AuddepeHIHanIbHOMI
quarHoctuke HWII, OT, TIM® ot pama Apyrux MHUENOWAHBIX HEOIUIA3ui, a TakKkKe BTOPUYHBIX
3PUTPOLIMTO30B U TPOMOOLMTO30B. Hapsy ¢ 3TUM aKTUBHO M3y4aeTcsl 3HAUMMOCTb JaHHBIX MyTaLUi
B niporHoze MII3. Myrtauus MPL accouunpoBaHa ¢ MOXHUJBIM BO3PACTOM, JKEHCKUM IOJIOM, HU3KUM
ypoBHeM remoriobuna u tpombouuros [15, 18, 19, 20]B nurepaType HET onMcaHus CBA3M MYTallUH
reHa MPL ¢ BBDKHMBAaEMOCTBIO M PUCKOM TpaHcdopMaiuu B ocTphiii seiiko3 [15, 19]. B cnyyae DT
BoisiBieHne JAK2V617F accouumnpoBaHo ¢ yBelMYeHHEM pHUCKa apTepHalibHbIX TPpoMOO30B U Ooee
HU3KMM PUCKOM TPOrpeccHH B MOCTTpoMOouuTeMuueckuii muenoduopos (moct-0T M®) [21]. [Tpu
HIT Gonee Bbicokas amnenbHas Harpyzka JAK2V617F accoumupoBaHa ¢ MOSBJIEHUEM CHMIITOMOB
UHTOKCHKAllMM W  TpaHcopmaumeid B nocTnojdvuuTeMuueckuii  Muenopubpos  (moct-MI1
muenoduopos) [22]. B uenom Beicokas amienbHas Harpyzka JAK2V617FaccoumnpoBaHa ¢ MOKUIbIM
BO3pacTOM, MOBBIIICHHBIM YPOBHEM IreMOTJIO0MHA, JISWKOLIMTO30M U TpoMOouuTonenueit [9)]. B ciyuae
BoiABNeHUs MyTauuu JAK2 B 12 sk3oHe 3abosieBaHMe — XapaKTepuzyeTcs MperMYILECTBEHHO
CyOHOpPMaJIbHbIM YPOBHEM DJpPUTPONO3THHA B CBHIBOPOTKE KpPOBH, 0Oo0jiee MOJIOJBIM BO3pacTOM Ha
MOMEHT MOCTaHOBKM JMarHo3a, 0jIHaKo, pa3iu4yuii B BBDKMBAEMOCTH He BbisiBlieHO [23]. HecMoTpst Ha
PsA NPOBEIEHHBIX UCCIIeI0BaHUM, He TIPEACTABIIAETCS BO3MOXKHbBIM Cle/IaTh 0JIHO3HAYHOE 3aK/I0YeHHe
B OTHOLLIEHHWH MPOrHOCTHUECKON 3HAUMMOCTH aiienbHoi Harpy3ku JAK2V617Fnpu UL, DT, IIMO®.
Bompoc BimsiHUA anienpHOW HAarpy3Ku Ha BbBDKMBAeMOCTb WM nporpeccupoBanue UMII u DT ¢
UCXO0JIOM B MHeNopuOpo3 TpedyeT nanbHelinnero usydenus [9, 22, 24].

He Tak n1aBHO NOsABMJIMCH AaHHBIE O JUAarHOCTUYECKON 3HAYMMOCTH COMAaTUUECKUX MyTalUii B
9 sk3one reHa CALR, koaupyromiero 0e0K KalbpeTUKYJIUH. Y ManueHToB 0e3 myTauuii B reHax JAK2
u MPL MyTtauuu B 1aHHOM reHe Obliu BblsBIIeHbl B 67% ciyuaeB npu DT u 88% -npu [IM®. Beinu
BbIABJIEHb! 36 pa3HbIX BUIOB MYyTalMil B 3TOM I'eHe, KOTOpbIE MPUBOJAT K 00pa3oBaHHIO Je(PeKTHOro
Oenka. B wuccnemoBaHusx N VItro KiIeTKH, 3KCHpeccHUpyolie MYTHPOBaHHBIA TeH, o0iananu
CHOCOOHOCTBIO LIMTOKMH-HE3aBUCUMOIO poCTa B KYJIbType, YTO BEPOSITHO CBA3aHO C aKTHBaLMUel
oenkoB STATS. V mauuentoB, ¢ mytauueid CALR Obln Gojiee HU3KHMIT pUCK TPOMOO30B W Ooliee
BBICOKAsi BBDKMBAEMOCTh 110 CPaBHEHMIO C MAlMEHTaMH ¢ MyTHpoBaHHBIM reHom JAK2 [25]. [Ipyrue
ABTOPBI TAKXKe BBISIBUIIM KpaiiHe BbICOKYIO uyacToTy myTanuii rena CALR y mauuentor ¢ MII3 (B 70-

84% cnyyaeB npu otcyTcTBuM myTaimu reda JAK2). ITpu stom myrtaimu CALR Oblin 0OHapyKeHbI
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Bcero B 8% ciy4yaeB Mpu MHUENOAUCIIIIACTUYECKOM CHHIPOME U B €IUHUYHBIX CIydasX MpU JIPYyrux
MUENIOUIHBIX Heoria3usax. BaxkHo, 4To HU B OJIHOM ciyyae 3a00JI€BaHMiI HE MUEIOUAHON MPUPOIDI,
MyTall{ B JJAHHOM TeHe He oOHapyxuBanuch [26]. XoTs B Hactosiee Bpems myTaiuu reHa CALR He
BKJIIOYEHBI B JMarHOCTUYECKHE KPUTEPUH, OJJHAKO, MpH Nojo3peHuu Ha MII3 B oTcyTcTBHE MyTauuu
JAK2 cekBenunpoBanue sk30Ha 9 rena CALR MoxkeT oka3aThCsl MOJIe3HBIM.

[Tpu UIT u DT BeisiBysitorest u apyrue mytauuu: TET2, IDH, ASXL1, DNMT3A u np. [27, 28,
29, 30]. Hu omna w3 Hux He cneuuduuHa i Kiaccuueckux PhseratuBupix MII3, a ux
naTtoreHeTH4eckas 3Ha4YMMOCTh Hccneayercs. Mytauuu B rene cembu 1ET (TET2) BcrpewaroTcs
npubnusutenbHo B 15% cnyyaes [IM® u cBsizaHbl ¢ BO3pacTOM M aHeMHel, HO HET HHUKaKOM
KOppensiuu ¢ o01eil BBKHBAEMOCTBIO I PUCKOM JieiikeMuueckoi TpaHchopmaiyu [28]. Myrauun
EZH2  BeisBasttorcss npuOnu3uTesibHO B 5% ciydaeB M CBfA3aHBI € IJIOXMM TporHo3om [31].
Knunuueckoe 3HaueHWe MyTaluii B Ipyrux reHax, B Tom uucie |IDH1, IDH2, ASXL1, SH2B3, IKZF1,
CBL u NRAS ocraetcs HesicHbIM [32].

TakuM 00pa3zoM, reHeTHyeckue MEepPecTPONKU MIrparoT BaxKHYO pojib B matoreHese MII3.
Jlnaruo3 PhseratusHoe MII3, ocobenno mpu otrcyrctBun mytauuii JAK2, MPL, ycraHaBiuBaeTcs
nocJje UCKIIOYeHHUs ApYrux 3a0oneBaHui, B nepByto ouepear XMJIL.

MonekynsipHo-reHeTH4Yeckue HapymieHus npu  Phorpunarensasix MII3  npuBomsar
aktuBauun JAK-STAT curHanabHOro myTH, MPOSIBISIOLIEHCS Mpoiaudepanyeid MUSJIOUIHOTO POCTKA.
Pesynbratom 3TOTO sIBASsieTCA MOBBINIEHWE TMpoJMepalid U yBeIUYeHHe KOJIWYEeCTBAa SPUTPOLUTOB,
JeKOLMTOB U TpOoMOOLMTOB Nepudepuueckoit kposu npu M1 unm u30nupoBaHHbI TpOMOOLIMTO3 MPH
OT.

[Tatorene3z MII3, B yactHocTu [IM®, cioxeH M COCTOUT M3 LeNU COOBITUM, MEPBUUHBIM U3
KOTOPBIX SBJISIETCS MOSIBJICHUE MATOJOrMUECKOTo KioHa. M3BecTHO, 4TO JielikeMUYecKie MOHOLMTHI U
MeTaKapHUOIUThl aKTUBHO TMPOIyLHUpYyIoT MHOXkecTBO utokuHoB (TGF-B, FGF, VEGF, ANG1, OPG,
BMP4), n30bITOK KOTOPBIX CTUMYIHpYeT (puOpo3, HEOAHTMOreHe3 M MPUBOAUT K OCTEOCKIEpO3y.
Hapsiny ¢ sTuM HapymaeTcst CBfi3b CTBOJIOBBIX KJIETOK C MUKPOOKPYKEHHEM, UTO CHOCOOCTBYET
MOSIBJICHUIO DKCTpaMey UISIPpHBIX OYaroB reMornoss3a, MpexJae BCEero B CeJe3eHKEe U MeYeHHU.
MaccuBHblii BBIOPOC UUTOKMHOB - OJHAa W3 TMPUYUH BO3HUKHOBEHHS] CHMIITOMOB OIYyXOJEBOM
MHTOKCUKAIIMK, YTO MPUBOAWT K 3HAUMTEIBHOMY YXYIIIEHUIO KauecTBa >KW3HM MalUEHTOB C
muenopudposom [33].

Knonanbhas muenonponudepauus npu PhseratuBabix MI13 Takike MOXKET CONPOBOKIATHCS

BTOPHUYHBIM BOCIIAJICHUEM C M3MCHCHUAMH CTPOMbI KOCTHOI'O MO3ra M MaToJIOTMYECKOM BLIpa6OTKOﬁ
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LUMTOKMHOB. B pasButum muenopubposa, Kak MepBUYHOro, TaKk M BTOPUYHOIO, OCTEOCKJEepo3a U
aHTMOTeHe3a BOBJIeUYeHbl TpaHchopmupyrommii  ¢akrop pocra Oera (TGF{f) MuenonaHsix
Npe/IeCTBEHHUKOB,  POCTOBOH  (akTop  BbIpabatbiBaeMblii  Tpomboumtamu (PDGFR) wu
SHJIOTENUANBHBINA cocyaucThiii pakrop pocta (VEGF) [34]. [MaTtonornyeckas BoIpabOTKa IIUTOKHUHOB,
XEMOKMHOB UM  METaNIONPOTEeMHAa3 MOJXET YYacTBOBaTh B MaTOJIOTMYECKOM  MEXKJIETOUHOM
B3aMMOJECHCTBUM HEUTPO(UIOB, MOHOLMTOB W MErakapuouuTOB, MNpuBOAs K Bbixogy CD34+
MUEJIOMIHBIX MPEIIIeCTBEHHUKOB U SHIOTENIMAbHBIX KIETOK B niepudepuueckyto kposb (35, 36, 37).

Knunnueckoe TeueHue 3a00/eBaHKs TECHO CBA3aHO ¢ €ro naroreHe3om. Ha nepBoHauaibHOM
sTare pa3BUTHUS MPOUCXOIUT MOCTENEHHOE YBEJIMYEeHUE OMyXoJieBoi Macchl. Ha MpoTsykeHun nepBbIX
net 00Jie3HU OCHOBHBIM mposiBieHHeM MII3 saBiseTcs MoBbILIEHHME PHUCKAa pa3BUTHS TPOMOO30B U
TpomM0O03MOOIMii Ha (QOHEe CYyLEeCTBYIOIIEH CepAeuHO-COCYJUCTOM MaToNOTUM W aTepocKieposa.
JlelikoluT03 WM TPOMOOLMTO3 MOTYT MPUBOAUTH K HapYHICHUSM MUKPOLMPKYJSLMU U Pa3BUTHIO
Tpom0030B. Bo3HukHOBeHHe Tpombo3a mpu MII3 Bcerga siBasieTcss pe3ylbTaToM B3aWMOJEHCTBUS
U3MEeHEeHUH, 00yCI0BICHHBIX 3a00€BaHUEM U MHOXKECTBEHHBIX (PaKTOPOB pHcKa TPOMOO30B.

Hcxon UIT u DT BOo BTOpUYHBIA MOCTHOJMLUMTEMUYECKUH W MOCTTPOMOOLMTEMHUYECKUI
muenopuodpo3 npoucxoauT y 3-10% GonbHbIX B TeueHue nepBbix 10 set 3aboneBanus u 'y 6-30%
MAlKUEHTOB TMpPU TMPOJOJDKUTENbHOCTH 3aboneBanusi cBeimie 10 et [38, 39, 40].Ilpu anurensHoM
TeueHUH 3a00JieBaHUs W Pa3BUTUU MHeNI0(puOpo3a W OCTEOCKIepo3a MOTYT MOSABIATbCS CUMITOMbI
MHTOKCUKALIMM,  acCOLUMMUPOBaHHbIE C  CeKpeuueld  LUTOKMHOB,  BBIXOA  MHUEJIOMIHBIX
NpelleCTBEHHUKOB B MepUpepruuecKyl0  KpOBb, pa3BUTHE  OKCTpaMeay/UIApHBIX  OYaroB
KPOBETBOPEHHS B MEUEHH, CENE3EHKE, IPYruX OpraHax.

JlnurenbHas — npoiudepalys — OMyXOJIEBOTO  KJIOHA  NPUBOJMT K  MPUOOpETEHUIO
JIOTIOJTHUTENbHBIX MYTalMii M OoJiee BBICOKOH CTeneHu MajlurHumsauuu. JlaHHblii mpouecc umeer
CleJICTBUEM OJIaCTHYIO TpaHC(OpMaLIMIO U pa3BUTHE TEPMHUHAIBHON cTaauu 3a00eBaHus - OJacTHOU
¢asel (b®D), koropas Habmomaercss y 1-2,5% B teuenue nepebix 10 ner 3aboneBanus u 'y 5-8%
OO0JBHBIX MpH OoJbLIeH AmUTeNbHOCTH 3a0oneBanus [40, 41, 42].

KoHueHTpanus npoBocnaauTe bHbIX UUTOKMHOB Mpu [IM® mnoBbllieHa U MOXET BbI3bIBATH
CUMIITOMBI OITYXO0JIEBOM MHTOKCHKAIMK U Kaxekcuio. Kak Ob1io nokazano A. Tefferi et al.nopeimenue
ypoBHsi uHTepaeiikutos IL-8, IL-10, IL-15 u runepakcnpeccus perentopos K IL-2 acconuupoBaHbl ¢
0osee HU3KOM OO1IEl BBIXKMBAEMOCTBIO M OBICTPLIM pa3BUTHEM OJacTHON TpaHchopMaLMK, UTO MOKET
ObITh CBSI3aHO Kak C OoJjee OBICTPO KIOHANBHOW 3BONIOLMEH, TaKk M C YXY[ALIEHUEM TeYeHHs

COIMYTCTBYIOLIMX 3a0o0neBanuii [43].
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Ucrnnnas noauuutemusi (MKB X — D45).

Wctunnas momuumtemust (MI1; ospurpemus, Oone3snp Bakesa, HWcTHHHas KpacHas
NOJIMIUTEMHUs]) — KJIOHANbHOE MUenonpoiudepaTuBHOe 3a00JieBaHHE, KOTOPOE XapaKTepu3yeTcs
nponudepanmeid 3pUTPOUJIHOTO, TPAHYJIOLUTAPHOTO, METaKapUOLUTAPHOTO POCTKOB MMENOMNO033a, C
NpeuMYIIeCTBEHHOM Mponudepalyeil 3puTpOUTHOrO POCTKa KPOBETBOPEHUs, yBEIMUYEHHEM 4Yucia
SPUTPOLMTOB W  TIOBBILIEHWEM YPOBHA TIeMOorjioOuWHa, TPOMOOLIMTO30M, JIEMKOLMTO30M B
nepudepuueckoil KpoBU (MaHIKMTO3), HE3ABUCUMOCTBIO JPUTPOIOI3a OT HOPMAIbHBIX MEXaHW3MOB
perynauuu. Iloutn Bce OofbHBIE sABIAOTCS Hocutenamu wmyrtauun JAK2VE17F wnu  apyroii
(YHKLHMOHATBHO CXOAHOM MyTaliH.

Ilnan o6GesienoBanust 60abHOrO npu uarfoctuxke UIIL.
Obs3amenvHbie UCCIE008AHUA.

Knunuueckue uccrnenoBanus.

. C6op aHamHe3a, (PU3MKAIbHBIN OCMOTP (C OLIGHKOM OKPACKH KOXKH JIULIA, JTaJOHEeH, CTOTI,
BUJIMMBIX CIIM3UCTBIX; OCMOTPOM KOKM HIJKHMX KOHEYHOcTel (murmeHTauus, Tpoduueckue
paccTpoicTBa, OTEKH, TeMOppariu), najabnanyuei neueHu 1 Celie3eHKH).

. OneHka COCTOSTHUS JIETKUX, CepAlia KeJlyI0UHO-KUIIEYHOTO TPaKTa, MOYeK Mo JaHHBIM
(uzuKanbHOTO 00CIeI0BAHMS.

. OuieHKa cepJeYHO-COCYMCThIX  (akTOpoB pHcka (KypeHWe, caxapHblii auader,
apTepuasbHas TUIIepTEeH3MsI, THIIEPXO0JIeCTEPUHEMHUSI, OKUPEHHUE)

JlaGopaTopHbie UcClieJOBaHUSI.

. Knunuueckuii ananu3 kpoBu ¢ AuddepeHIraNbHbIM MOJCUETOM KJIETOK KpPOBU C
UCIIOJIb30BAaHUEM aBTOMATHUYECKOro aHanu3aropa (reMaTOKpHUT, MOJCUeT 4YHClIa PETHKYJOLUTOB,
TPOMOOIMTOB, CPEHUX 3HAYCHUI dSpUTporTapHbIX MHAEKcOB (MCV — cpennuii 0o0beM spuTponura,
MCH — cpennee copaepxaHue remorioouHa B spurpounte, RDW — mumpuna pacnpeneneHus
APUTPOLIMTOB MO 00bEMY)); HccleoBaHKE MOP(OIOrHH IPUTPOLIMTOB, TPOMOOIIUTOB, HEUTPODUIIOB;
COD.

. buoxumuyeckuii ananu3 kpou (ob6muii Oounupyoun, ACT, AJIT, JIAI', mouesas
KMCIIOTa, MOUEBHHA, KpeaTUHUH, 0011uii Oenok, ansoymuH, JIJII, menovynas gocdarasa).

. HccnenoBanne oOmeHa jxenesa ((peppuTHH CHIBOPOTKH, CHIBOPOTOYHOE HKeje30, o0Iast

KEJIC30CBA3bIBarOUIasn CHOC06HOCTB, HaCbICHUC TpaHC(beppI/IHa )KeJ'IGSOM).
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. VYpoBeHb 3pUTPONOITHHA CHIBOPOTKH KPOBH.

. Koarynorpamma (nporpom6unoBsiit nnaexkc, MHO, ¢pudpunoren, AITTB, TpomGrHOBOE
Bpems).

. Mapxkepsl renatuta B (HBSAQ), IgGanturena k Bupycy renaruta C, peakuus
Baccepmana, BUY Tunos 1,2.

. MouekyJIsipHO-TeHETHYeCKOe HCcClieioBaHue mepudepudeckoil KpoBu (KauecTBEHHasl
[P na Hannuue mytanun JAK2 V617F).

. TpenaHoGuoncuss KOCTHOrO MO3ra ¢ F'MCTOJIOTMYECKON OLIEHKOHW M FMCTOXMMHUYECKHUM
MCCJIeJIOBAaHUEM JJISl BBISIBICHUSI PETUKYJIMHOBBIX U KOJIIAr€HOBBIX BOJIOKOH.

. [luTonoruueckoe ucciaeroBaHUe acupaTa KOCTHOTO MO3ra.

. CraHpapTHOE LIMTOTeHETHYECKOE HCCiIeJOBaHUEe KPOBU/KOCTHOTO MO3Ta.

HNHcTpymeHTanbHble METOBI.

. V3U OprowHoi MOJOCTH € OmpejelieHueM pa3MepoB MEUeHH, CeJIe3eHKH, Tuamerpa
BOPOTHOW BEHBI.

Hcceneoosanus npu Hanuduu NOKA3aHU.

. O6umii ananu3 mouu (0OpaTUTP BHUMaHHME Ha HalMYMe YpPaTOB, JIEHKOLMUTYPHIO,
0aKTepuypHIo).
. MonekynspHO-reHeTHYeCcKoe HcciefoBaHue mneprdepruueckoil KpoBH: oOmnpeneeHrne

ayienbHOM Harpysku myTtantHoro JAK2 V617F u «aukoro» tunoB JAK2 rena meromom real-time
[TL[P. ITpyn Hannumu cOOTBETCTBYIOLIEN BO3MOKHOCTH.

. Mapkepbl HacneIcTBeHHOH TpomOoduauu. Ilpu Hamuuuu Tpombo30B. Eciau ecThb
BO3MOYKHOCTb BBIIIOJHUTB JaHHOE MCCJIEJ0BaHUE.

. Koarynorpamma passepHytas (antutpom6us lll, dakrop VI, nporeun C, nporeun S,
D-numep, arperauusi tpombGonuroB ¢ AJ[®, arperaius TpPOMOOLUMTOB C PUCTOMHUIIMHOM),
romouucrenH. llpm Hanuumu TpomOGo30B. [lpu HanMuuM BO3MOXKHOCTH BBIMOJHUTH JAHHOE
UCCIIE[IOBAHUE.

. MPT OprowHo# nosoctu ¢ onpeaeneHuemM odbema ceneseHku. [Ipu octpom GoseBom
CUHJpOME B JIeBOM nojpedepbe, Npu MOA03PEHUU Ha MHGAPKT Celle3eHKH, NMpU TpomOo3e B cUCTEME
nopTajbHbIX BeH. Eciu ecTb BO3MOXKHOCTD BBINOJHUTh AAHHOE UCCIIEJOBAaHKE.

. ®ubporzodaroracTpockonusi ¢ OLEHKOW BeH mnuuieBona. KomoHockonus. (s

HCKJ/IFOUCHUSA HAJIMYKA BAPpUKO3HOT'O paClIMPEHUA BEH, KaK IIPOSABJIICHUA HOpTaHBHOﬁ FI/IHepTCHBI/II/I).
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. V3U (nonmieporpadusi) opraHoB OPIOIIHOM MOJIOCTH, COCYJIOB MOPTaILHON CUCTEMBI,
apTepuil mouvex.
Juarnocruyeckne kpurepuu UII.
Bce nanueHThl ¢ M3MEHEHUSIMM B KJIIMHUYECKOM aHanu3e KpoBu (remoriobuH Gonee 185/n
JUTs MY»UdH ¥ 1651/ 1151 )KEHIIMH, SpUTPOLIMTO3, reMaToKpuT > 45%),koTophie coXpaHstoTces Ooee
2 MecsLeB, I0JKHBI ObITh 00CIEIOBaHbI 171 UCKITIOUEHHs MUEONponudepaTUBHOTO 3a001eBaHHUS.
Huarno3 UII nomxeH ObITh yCTaHOBJIEH B COOTBETCTBUM ¢ Kputepusimu BO3 Ha ocHOBaHUM
KOMIUIEKCHOM  OLIEHKM  KJIMHWYECKOW KapTHHBl M J1abopaTOpHBIX  Mokasarenedl  (ypoBeHb
JloKazateibHOCTH A) [44].
bonvuiue kpumepuu:
1. 'emornobun Gonee 185/n mis MyxuuH v 165 r/n ans KEHIMH WM JApyrue MNpU3HAKU
MOBBILIEHUSI 00bEMa LIMPKYIUPYIOLIMX S3pUTPOLUTOBL]
2. Myranus rena JAK2 V617Funu B 12 3k30He.
Manwvie xpumepuu.

1. Tlpu OuorncuM KOCTHOrO MO3ra — TPEXpPOCTKOBas Tumepruiasus (MaHMKeso3): yBelnueHHe
npoiudepaly 31eMEeHTOB SPUTPOUIHOTO, TPAHYIOLUTAPHOTO, MErakapuoOLMTAPHOTO POCTKOB
MUEN0Nno33a.

2. Yposensb sputponodtuHa (DI10) cbIBOpOTKH HIKE peepeHCHBIX 3HAUSHHU .

3. ®opmupoBaHUE SHIOTEHHBIX IPUTPOUIHBIX KOJOHUH B KyJIbTYpe KOCTHOMO3TOBBIX KIETOK

6oJbHOTO 0€3 nobdasiaenus DI10.

Huarno3 WII noarBepxkiaercs mpu HaaMuMKM JABYX OOJBIIMX M OJHOTO MaJjioro KpUTEpUs WU MpU

HaJIUYHHU IEPBOIo 00/BIIOTO U JABYX MaJIbIX KPUTCPHCB.

Olematokput >52%y myxunH, >48%y *KEeHIIMH.

Z[J'[ﬂ SPUTPEMUU XapaKTCPHO HAJTMYHUEC JBYX OCHOBHBIX CHHAPOMOB.

Ilnemopuueckuii _cunopom (0T cJliOBa <«IUIeTOpa» — IMOJHOKPOBUE) — XapaKTepu3yeTcs
YBEJIMUEHUEM Macchl LUPKYIUPYIOLIUX SPUTPOLMTOB, YTO MNPHUBOJUT K TMOSBJIEHUIO 3Kajnod Ha
rOJIOBOKpPYKEHHE, TONOBHbIE 00JM, YXyALICHHWE 3peHUsl, KOXKHBINH 3ya, MPUCTYMNbl cTeHoKapauu. [Ipu
OCMOTpE KOXa M BUAMMBIE CIM3UCTBIE 000JOUKH C CHHIOIMIHUM OTTEHKOM (MOJIOKUTEIbHBIN CUMITTOM
Kynepmana). Cocynuctbie OCIOXKHEHHs — TPOMOO3bI JIFOOOM JIOKaIU3al|K, MPUCTYIbl OKPACHEHHS

NaJybleB PYK U HOT, KOTOPBIE COMPOBOKIAIOTCS OOJBIO M AOKEHUEM (IpUTpOMENaTHs).
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Muenonponugepamusnuiii _cunopom  0OyCIOBIEH  TUNepriasMeil  Tpex  pOCTKOB

KpoBeTBOpeHus. llposBiseTcs B BHIE KOXKHOIO 3yAa, MOTIMBOCTH, €1a0OCTH, MOBBILIEHHOM
TeMmneparypbl Tena, Ooneit B KocTAX. [loBbllIeHHBI pacnaj rpaHyJIOLMTOB COMPOBOXKAAETCS
HapylLIeHHEeM ypaToBOro oOMeHa, UTo MposIBISETCS B BUAE MOUEKUCIIOrO Juares3a, KaMHeoOpa3oBaHUs B
noykax, MoAarpel, nojarpuyeckoi nosnuaprpairuu. CrjeHoMeranuss MoxeT ObITb 00ycioBjIeHa
YBEJIMUEHUEM CEKBECTPUPYIOLIEH (PYHKLIUU CeIe3eHKH.

Brisienenvie mytanmn JAK2V617F ¢ BBICOKOH CTENEHbIO BEPOSTHOCTH (4yBCTBUTEIBHOCTH
97%, cneurduunocts mpaktuueck 100%) nozBonsier ycraHoButh auarHo3 WMII y mnaumeHTtoB ¢
COOTBETCTBYIOIICH KIMHMYECKOW KapTuHOM, T.k. myrtamus JAK2V617F npucyrcteyer y 95 - 98%
nanuenTos ¢ UIT [8, 9].

Onpepenenue D10 cbIBOPOTKM KPOBU SIBJAETCS BaXKHbIM JMAarHOCTUYECKUM KpUTEpUEM MpHU
o0creoBaHUM NalMeHTOB ¢ noao3peHueM Ha UII: B 85%HabntoaeHuii ypoBeHb SpUTPONOITHHA HUXKE
HopMbl [45]. CyGHOpMalbHBI YpOBEHb BSPUTPONO3ITHHA MpH OTCYTCTBMM MyTanun JAK2V617F
SIBJIICTCS OCHOBaHUEM JIJIs ucciienoBaHust myTaiuu reHa JAK2 B 12 sk3oHe [8].

Crnenyet otMeTHUTh, 4To AuarHo3 UI1 Bo3MoxeH Mpu ypoBHE reMorjoOMHa W reMaTOKpUTe
HW)KE JAMarHOCTUYECKOro Mopora. 3TO BO3MOXHO y MOJOJABIX MAlMEHTOB MpPU HAMM4YMU AeuLUTa
Kese3a (HOpMalbHBIM MM 1ake CHHXKEHHBII TeMOTJI00MH NPU BBICOKOM YPOBHE SPUTPOLMUTOB) W/UITH
NocJie  OCTPBIX KPOBOTeUeHUH (CHMIXKEHWE YpPOBHSI TeMOIJIOOMHA, SPUTPOLMTOB W TeMaTOKPHTA).
HactoposxenHocts B oTHoweHuu MIT nosxkHa ObITh MO OTHOLIEHHIO K MAaLMEHTaM C COCTOSBLIMMUCS
abIOMUHABHBIMM ~ TPOMOO3aMH, OCOOEHHO TMpH HaJIWYMKM KOXKHOTO 3yJa, SpPUTpOMENalruu,
CIUIEHOMErajiuu, JeHKoLuTo3a, TPOMOOLIMTO3a U MUKPOLIMTO3a B epupepuIecKoil KpOBH.

Huarno3 UII moxeT ObITb YCTAaHOBIEH MPU HAJIMYMK COOTBETCTBYIOLIEH KIMHUUYECKON
KapTHHBI (MJ1eTOpa, CIUICHOMEraius) U J1a00paTOpHBIX AaHHBIX (MaHIKUTO3 B MepudepruuecKkoil KpoBH,
BoIsiBIeHHe MyTauun reHa JAK2) [44]. [1pu UIT mopdonornueckoe rccnenoBanue TpenaHooronrara
KOCTHOTO MoO3ra sIBJIieTcs MajblM JMarHOCTHUYeCKUM KputepueMm. OJHAKO THCTOJIOTMYECKOe
McClIeIOBaHWE KOCTHOIO MO3ra Ha MOMEHT JMAarHOCTHKM CJIeyeT BBIMOJHATH BCEM MalMe€HTaM. JTO
ucclieoBaHue Mo3BosseT uckmoduth [IM®. A Takoke, npu oueHke 3¢dekra MpoBOIMMOI Tepanu,
Npy NPOrpecCUpOBaHUM HEOOXOAMMO COMOCTaBjlIeHUE MOP(OJOrMUEcCKO KapTHHBI 3a00/eBaHUs C
JaHHBIMM B ge0toTe 3aboiieBaHus (10 JiedeHus). YcCTaHOBIeHUe cTerneHH (uOpo3a Ha MOMEHT
JIMarHOCTUKU HeceT B cebe OOJIbLIYI0 NPOTHOCTHYECKYIO MH(OpMaLHIO.

IIporuos.
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B uenom nporuo3 y maumenroB ¢ MII GnaronpusTHbIN, 3aBUCUT OT XapakTepa U TSKECTH
TpoMOOreMopparnyeckux OcCJ0XKHEHHH, BpemMeHn Jjo TpaHchopmauuu B mnoct-UIT M®  wunm
nporpeccupoBanuss B OMJI. CornacHo panueiM BO3 10-ietHsisi BbbkMBaeMocTh OonbHbIX WII
coctasiisieT 6osee 75%. Puck tpancpopmauun B OMII pasen 5%, puck passutus M® — menee 10%
[46]. [lpuunHo#t cmeptu GonpHbIX MIT sBisitorcss TpoMOO3bl, reMopparnueckie  MHQEKIMOHHBIE
OCJIOKHEHUsI, HapyLIeHUs! PYHKLMK BHYTPEHHUX OpPraHoOB, 4YacTOTa KOTOPbIX 3HAYMMO YBEJIMUMBACTCS
npu pa3utuu noct-UIT M® wunm tpancopmammu B OMIJI. KauectBo xu3uu nauueHtoB ¢ MIIT
CTpajaeT u3-32 CHMIITOMOB WHTOKCHUKALIUM, 3HAUUTENIbHAs JOJI1 MNALUEeHTOB HCIBITBIBAIOT
Ba30MOTOPHBIE paccTpoiicTBa (rosloBHbIE OOJIM, TOJOBOKPY)KEHHE, MapecTe3wH, SPUTPOMENANTHus,

aTunu4Has 6ok B rpyu) [47].

CrpaTudukanusi pucka TpoMéoreMopparnyeckux ociaoxaenuii npu UII.

Crpatudukaums pucka y OoabHelx MII npeaHasHaueHa Juii OLEHKHM BEPOSTHOCTH
TPOMOOTHYECKUX OCJIOKHEHWH, a He Ha OLEHKY BBDKMBAEMOCTH WJIM pHUCKa TpaHcopmauuu B
neiiko3/Muenopropos, MpeBHOCAIIMX HaUOOJIBIINIA BKIaA B CTPYKTYPY CMEPTHOCTH M MHBAIIMIM3ALIH,
obycJioBieHHyo 3aboeBanneM [48,49].

[lo pesynbraTaM KOTOPTHBIX MCClieJOBaHUN HanbOolsiee yCTOWYMBBIMHM (pakTOpamu prcKa s
TpoMmboTHYecKuX ocnoxHeHuit npu UII spastorcs Bo3pact ctapue 60 et u Hanuuue TpomMOO30B B
anamuese [50]. [Ipu sToM HenecooOpa3HO Takke y4UTHIBATh 00IMe (aKTOPBl pUCKa AJsS cepleyHo-
COCYIUCTBIX M TPOMOOTHYECKHX OcoXHeHuit (Tabu. 3) (ypoBeHb qokaszarenbHOCTH B).

Tabnuua 3. Ctpatudukauus pucka pa3BUTHs

TpoMOoremMmopparniyeckux ocioxxuenuid npu UI1.

Kareropuu pucka

Bospact crapuie 60 net u/vnu

TPOMOO3bI B AHAMHE3E.

CepaeuHo-cocyaucTbIe

(dakTophl prcka.

Huzkuii. — —
ITpoMexKyTOUHBIH. — +
Bricokuii. + +/—

Takum obOpaszom, Bo3pacT crapuie 60 ner, Tpom0OO3bl B aHaMHe3e, CepAeUHO-COCYIHUCThIE
¢daxropel pucka (KypeHue, apTepuaibHas TUNEPTeH3Ms, AuabeT, W30BITOUHBIM Bec, TMNOAMHAMUS)
SIBJISIFOTCSI OCHOBHBIMM KpUTepHsMU Jisi oTHeceHus mnauueHToB ¢ UIT B Huskyto (O dpakropor pricka)

npomexxyTounyto (1 daktop pucka — cepieuHO-COCyAMCThIe GaKTOPbl PUCKA) WM TPYIIY BBICOKOTO
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pucka (1-2 paxropa prucka — Bo3pact crapiuie 60 et u / uau TpomO03bl B aHaAMHE3€, HE3aBUCHMO OT
HaM4Ks CeplieuHO-cocyAUCThIX (hakTopoB pucka) [49, 50, 51].BaxHo, yro npu UIl ponp ypoBHs
TPOMOOLMTOB B pPa3BUTHM TPOMOO30B He jokasaHa. [Ipu 3ToM BbIcOkMii TpombGoumTo3 (Oonee
100k10°%1) GBI PUCKOM ISl TEMOPPATMYECKHX OCITOKHEHMIl W3-33 PasBUTHS MPHOOPETEHHOTO
cunapoma Bunnedpanna [52, 53]. Biusinue nefikouuros3a Ha pa3BUTHE TPOMOOTHUECKUX OCIOXKHEHHI
OJTHO3HAYHO HE JJOKa3aHo.

OIIPEJAEJIEHUE TAKTUKHA TEPAIIUU ITPU UII
Lenu mepanuu HII (yposenv ookazamenvrocmu D):
- IpeI0TBpALLEeHHe U JIe4eHre TPOMOOreMopparnyeckux Ocl0KHEHUH;
- KOHTPOJIb CUMITTOMOB OIYXO0JICBOM WHTOKCUKALMK (CHIKEHHUE Beca, MOTIMBOCT, JTUXOPAJIKa, 3y1);
- CBEJIEHHE K MUHUMYMY pUCKa pa3BUTHsI OCTPOro Jekkosa u noct-Ul1 MO;
- IpelyNpexIeHNe OCJI0KHEHNH B cilydae OepeMEeHHOCTH, XMPYPrHYeCKUX ornepaLuii.
Memoowr mepanesmuuecrkozo gozdeiicmeusi npu HII
* [lpodunakTrika TPOMOOTHUECKMX OCIOKHEHUH - aHTHArperaHThbl:
— aneruncanuumioas kucnota (40-325ur/cyT), knonuaorpens (75mr/cyr).
*  @uznueckoe yaaneHue U30BITOYHON MAaCChl LUPKYIUPYIOIIMX SPUTPOLIUTOB!
— reModKcdy3uu (KpOBOMYCKaHUs);
— oapurtpoumTadepes (pyuHoOi UM annapaTHbIii);
* lluTopenyKTHBHas Tepanusi:
— purocTaTuku: ruapokcumoueBnHa 10-30 mr/kr/cyr, mepkantonmypun 1-2 mr/kr/cyr,
uuTapabuH 10-20MF/M2/cyT 10-14nHeit KaXablii MeCHLL;
— wunHTepdepoH-anbdha 1,5-5mnn ME 3 pasza B Heneno;

e Jleuenue ocnoxxHeHH 3a00seBanus (TPOMOO3bI, TPOMOOIMOOITUH).

CymmupoBaHHbIe pekoMeHaanum no jgedenuto UII
(yporeHb nokazatenbHocTH C).
1. JIns BCcex ManeHToB.
- KynupoBanue cepeuHO-cOCYAUCThIX (aKTOPOB pHcka (OTKa3 OT KypeHWs, HOpMasl3alus YPOBHs
apTepuasbHOTO JAaBJICHUS, KOPPEKIIMS TUTIEPXOJIECTEPUHEMUH, TUTIEPIIIFOKO3eMUH, HOpMaJi3allus Beca
U T.J.).
- [lpu runepypukemun (B TOM 4uCle TMPU OTCYTCTBUM KIMHMYECKOW CHMMITOMATHKH) MPUMEHSETCS

annonypunos B 1o3e 100—-300mr/cyTku.
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- Jlna neuveHus koxHOro 3yaa npumensitores Hp wnm Hp-antaronuctsl ructamuna. [lpu oTcyreTBum
spdekra UCHONB3YIOTCS MpernapaThl  aAUETHICAIMLMIOBOM KHUCIOTHI M MHEJIOCYNpPECCUBHBIC
npenaparbl, MpU HEraTUBHOM pe3ynbTaTe 3Toro jedeHus - PUVA. [lanueHTOB ¢ BbIpaXXe€HHBIMHU
CUMNTOMAaMU WHTOKCHUKALIUM CJleyeT BKIIOYATh B KIWHUYECKHWE WCCJICNOBaHUA MO Tepanuu
uHruoutopamu JAK2.
- [InaHoBbIe XUpypruvecKkue BMELIATeIbCTBA U JICUEHUE Y CTOMATOoJIOra JOJKHBI ObITH OTJIOXKEHBI JI0
HOpMaJM3aluy Yucia S3pUTPOLMTOB U TpoMOOLUTOB. [Ipy HEOOXOIUMOCTH BBIMOJHEHUST HEOTIO0KHBIX
XUPYPryudecKUx Orepaluidl NpeaBapuTeNbHO TMPOBOAATCA KPOBOMYCKaHUs W spuTpoumrtadepes 10
HOpMajM3allMu  YpOBHs remarokpurta. [IpoTuMBomokazaHueM Ui  TeMOIKCQY3UH  SIBISIOTCS
NepeHeceHHble TPOMOOTUYECKHe OCIOKHeHHs (B ATUX CiydasX BO3MOXKHO TPOBEACHUE TOJBKO
anrnaparHoro sputpouutodepesa). JlezarperaHTHas Tepanus I0JKHA ObITh MpeKpalleHa 3a CYTKH JI0
OMepaTUBHOIO BMELIATENbCTRA.
- Tlpenapatbl anerwicanuumioBoit kuciotel (40-325 wmr/cyT), npu HENEepeHOCUMOCTH WJIH
NPOTHUBOMNOKAa3aHUAX - Kjaonuaorpeib (75mr/cyr).
2. JIng mauueHTOB rpyMibl HU3KOTO pUCKa Pa3BUTHUS TPOMOOreMOpparuueckux OCa0KHEHHIH.
- KpoBonyckanus 1yig noajaep:kaHusi ypoBHsi reMmatokpurta meHee 45%.
- LluropenykTuBHyt0 Teparuto 1enecoo0pa3Ho MPOBOAUTh y MALIMEHTOB C HU3KUM PUCKOM DPa3BUTHS
TpoMOOreMopparu4eckux OCIOKHEHHUI:
* MpHU IUIOXOH MePEeHOCUMOCTH KPOBOMYCKaHMiA, spuTpouTadepesa,
* [pU YacThIX KPOBOMYCKaHUSX (MpH HEOOXOAMMOCTH MPOBEJCHUs reModKcy3uil uaiie, yem
yepe3 3 Mecsla),
* [pU CUMITOMATHYECKOW WJIM MPOrpeccUpymoleii criieHomeraniu (Mckitodas cuHapom banna-
Kuapn),
* puM TpHU3HAKaxX NporpeccupoBaHus Oosie3Hu (MoTepsi Beca, MOTIMBOCTb, HapacTaHUe
NefKourTo3a n/um TpoMOOIMTO3a).
3. JInda  mauMeHToB  TpYMObl  TMPOMEXKYTOUHOTO M BBICOKOTO  pUCKa  pa3BUTHSA
TpoMOOreMopparu4eckux OCIOKHEHHUI:
- LluTopenyKTUBHAsA Tepanus.
Puck-aganTupoBaHHasi Tepanus ¢ y4eToM BO3PacTa MalHeHTOB
(ypoBenb nokazatensHoctu C) [56, 57].
Jleuenue 6onbHbIX MIT B Bo3pacte menee 50 et:

*  OrcyTcTBHE NMPOSIBICHUH CEpAEYHO-COCYAUCTON MaTONOrUu, TPOMOO30B B aHAMHE3€!
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— HaOmojeHue +/- HU3KUE J103bl aHTHArPETaHTOB,
— remoakcdy3uu, spurpouuragepes;
— TpH TUIOXOW MEepeHOCHMMOCTH (CocymucThle peakuuu Mpu dKcdy3usax, cnabocTb mpu
TKaHeBOM Aeduimre xenesa) - UDH-anbda, ruapokcuMoyeBrHa;
— TIpU PE3UCTEHTHOCTH |/ HENMEepeHOCMMOCTH LIUTOPEAYKTUBHOI Tepanuu BKIIOYEHHE B
KJIMHUYECKHE UCCIIeIOBaHKs N0 UCTIOIb30BaHUIO TapreTHoi Tepanun (Pykconntunuo);
* CepneuHo-cocyucTas MaToJorus B CTaAUU JEKOMIIEHCALWU, TpeOytoLas JeueHus, TpoMOOo3bl
B aHaMHe3e:
— HM3KHE J103bl aHTHArperaHToB,
— TUAPOKCUMOYEBHHA,
— mpu pesucteHTHOcTH / HemepeHocuMocT WM®H-anbga, BkIOYeHHE B KIMHUYECKHE
MCCIIeI0BaHMS 110 UCTIONB30BaHMIO TapreTHOH Tepanuu (Pykcomutuauo).
Jleuenue 6onbHbIX MIT B Bo3pacte 50-70neT:
e OtcyTcTBHE NPOSABICHUN CEPIEYHO-COCYIUCTOM NMATONOTMH, TPOMOO30B B aHAMHE3E!
- Huskue n1o3bl aHTHArperaHTos;
- I'mapokcumoueBnHa +/- reMoskcdysuu, spurpountodepes;
- npu pesucreHTHocTH / HenepeHocumocTn — UMDH-aneda, BKiIOUYeHHE B KIMHUYECKHE
MCCIIeIOBaHMS 110 UCTIONB30BaHMIO TapreTHOU Tepanuu (Pykcomntuauo);
*  AKTUBHas cepJeyHO-COCYMCTasl MaTOJI0rUs, TPOMOO3bl B aHAMHE3E!
— HM3KME J03bl aHTUArpEraHToB,;
— TUAPOKCUMOYEBMHA,
— 1pu pe3ucteHTHocTH / HemepeHocumocT — UDH-anbda, BKiItOYeHHe B KIMHUYECKHE
YcCIeIOBaHMS MO MCTIOJIb30BaHUIO TapreTHo# Tepanuu (PyKcomuTuHuo).
Jleuenue 6osbHbIX MIT B Bo3pacte crapuie 70 jer:
— HM3KHE J103bl aHTHArperaHToB,
— TUAPOKCUMOYEBHHA,

— OycynbdaH.

KpoBonyckanmus.
C uenbl0 YMEHBIIUTh O0BEM UUPKYJIUPYIOIIEH KPOBU HCMOJB3YIOT KPOBOMYCKaHHE.
[TpoTHBONOKa3aHUsAMM SIBISIOTCS TeMOpparM4eckuii CUHApPOM, TpoMOo3bl. OO0BEeM reModKchy3un

3aBUCUT OT OOLIero cocTosiHUs OONBHOrO W B cpeaHeM cocTaBiser 250-500mn yepe3 neHb c
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NOCJIEYIOUIMM BOCIIOJHEHHEM oObeMa Lupkynupytomeid kposu 0,9% pacTBopom HaTpus XJopujia.
JInbo mpenaBapuUTeNIbHO TPOBECTH B/B KamnelbHYH MH(Y3HIO aHTUArPEraHTOB Ha 00bEMe KUJKOCTH
NpeBbILIAIOLIEM TIITAHUPYEMbI 00BEM KPOBOMYCKAHUS U 3aTEM OCYLIECTBUTb FeMOIKCY3HIO C LIETbIO
YMEHbLIEHUs pucka TpoM0030B Ha (poHE reMo3Kc(y3um Takke MOKHO BBOAUTH BHYTpuBeHHO SO00E
renapuHa. [ToxuibiM GOJBHBIM € COMYTCTBYIOLLEH CepAeYHO-COCYAMCTON W JIErOYHOM mnarojioruei
KPOBOIYCKaHUS TPOBOJATCS TBaXAbl B Helemo (MO0 yMeHblIaeTcs o0beM yaainseMoll BO BpeMms
nporeaypsl kpoBu). OCHOBHO# LeJIbIO JiedeHHs SIBIseTCs MOoJiepKaHne reMaToKpuTa Ha ypoBHe 40—
45%. [1py MpUHATUM pellleHUs O ceaHcax KPOBOMYCKAHUI YypOBEHb reMOrjoOMHAa He YUMThIBAaeTCs
[58].

IIpenapaTtpl aneTH/JICAIHIUIOBOI KHCIOTHI.

B MHOroueHTpPOBBIX paHIOMU3UPOBAHHBIX UCCIENOBAHUAX MOATBEPIKAEHA POJIb aCMUPHUHA B
npogunaktike Tpom6030B y 60sbHbIX MIT [59]. AcnvpuH no/mkeH ObITH Ha3HAUEH BCEM MallEHTaM C
HI1, npu OTCYTCTBUU MPOTUBOMNOKa3aHUd. PekoMeH10BaHHas /1032 alleTH/ICaIULUMIOBON K1caoThl 40-
325wmr/cyT. B ciayuae pe3uCTEHTHOCTH K MpenapaTtam aleTHICATULUIOBOM KUCIOTh (HEBO3MOKHOCTH
CHM3WTBH arperauyio TPOMOOLMTOB), 103y Mpenapara ciexyeT yBeauuuTb Basoe [59, 60, 61].
OTHOCHTEIIbHOE TPOTHBONOKA3aHHe - TPOMOOLKMTO3 >150010%n no mpuumHe MOBBIEHHOrO pHUCKa
KpoBoTeueHui. Ilpu  HemepeHOCHMMOCTM  WJIM  HAJIMYMU  MPOTUBOIMOKA3aHUH K  MpUEMY
aLeTUICATMLMIOBOM KHUCIOTHI Ha3HayatoTcs Kionuporpenb (75 mr/cyt) mmm tuknonuaumH (500-750
MT/CyT), HO B HacTOsIIee BPeMs HET JaHHBIX KIMHUYECKUX MCCIIEI0BaHUM O 3((PEKTUBHOCTH JaHHBIX
npenapatoB nipu UII.

IluTopeaykTHBHASI Tepanus.

T'uopokcumoueguna

['mapokcrMoueBrMHa MOXKET ObITh PEKOMEHI0BaHA KaK Teparusi NepBOii JMHUU Y MALMEHTOB C
UIT moboro Bospacta [62, 63]. OnHako W3-3a HanMuUs JAaHHBIX O JIeHKO30reHHOM J(dexTe, o
reHOTOKCUYHOCTH Tpenapara, y MOJOJbIX MalUeHTOB, a Takke y OepeMEeHHbIX MpoBeIeHHEe Tepanuu
'MJPOKCUMOUYEBMHOM B MEPBOI JTMHUW JIMMUTUPOBAHO. JIMTENbHBIN MPpUEM T'MAPOKCHUMOYEBUHBI MPU
HIT He MoxeT mnpeaynpeauTb TpaHChOpMaLMIO B OCTpbIM Jeiiko3, uto Habmoaaetcs y 10-20%
nanueHToB nocyie 20 et Tepanuu [64].

Pexomenodayus (ypoBeHb jaokazarenbHocTd C): TMAPOKCHMOUYEBMHA PEKOMEHIYEeTCsl Kak
UUTOpeAyKTUBHas Tepanus nepBoii nunuu npu MI1 y naguentos >50eT.

PesucrentHocts / HCMIEPEHOCUMOCTL T'MJAPOKCUMOYCBHUHBLI IIPpH HIT B COOTBETCTBUU C

kputepusmu ELN koHcTaTupyetcs npu Hanuuuu (ypoBeHb gokaszarenbHocTu B) [65]:
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Tabmnuua 4.

Kputepuu pe3sncTeHTHOCTH/HENMEPEHOCUMOCTH THAPOKCUMOYeBUHbI Y 60bHbIX DT (ELN).

OnpeaeneHHe HeHepeHOCI/IMOCTI/I/pe3I/ICTeHTHOCTI/I K THAPOKCUMOYCBHUHE

Il 1 HeoOxoanMocTb KpOBOMyCKaHUH AJis MojepykaHus rematokputa <45%rmocie 3 Mecsien
Tepanuu ruapokcumouesrnoi 2000mr/nens HITH

2 HexouTpommpyemas muenonponndepanus (rpombouuts >400x1C°/n M neiikonutsl >10 x
10%1) nocne 3 MecsitieB Tepamuu ruapokcuModeBuHoit 2000mr/nens MIIH

3 HeBO3MOXKHOCTh PeAyLIMPOBaTh MaCCHBHYIO criieHoMeranuio (bosee 10cMm Hmke
peGepHoii nyru npu nanenanuu) HJITH

HeB03MOXKHOCTB 00JIErYuTh CHMIITOMBI, BbI3BaHHBIE MACCUBHOM CIUIEHOMeTauel mocie 3
MecsLeB Tepanuu ruapokcumodernoit 2000mr/nens H/IH

4 AUH <1,0x1C%n umu TPOMOOLIUTHI <100x1C%n umu remorno6un <10x10%n npu
MUHHMMAJIbHOM 103€ T'HAPOKCUMOYEBUHbBI, HEOOXOAMMOM AJIs1 JOCTHXKEHHUS MTOJHOIO UK
yacTuuHoro orseta UJIH

5 S13BbI HA rONEHSIX WK ApYrasi TOKCUYHOCTh, ONOCPEOBAHHAS THAPOKCUMOYEBHHOM
(M3MeHeHHUs CO CTOPOHBI KOXKU U CIIM3UCTHIX, FACTPOUHTECTHHAIIBHBIE CHMITTOMBI,
MHEBMOHMT, JMXOpPajKa) MpH 000 103€ rMAPOKCUMOYEBUHbI

Humepdghepon-anvha

[Tpenapatel U@H-anbda seustores s¢pdekruBHbIM cpeactBom Tepanuu MII, nmockonabky npu
neuennn MOH-anbda y yactu 60JbHBIX MOXKET ObITh MOJIydeH MOJEKYJIsIpHBIA oTBeT [66, 67]. MDH-
anbpa sBuseTca >PQPEeKTHUBHBIM CpeJICTBOM MpPOTUB 3yjAa, Bbi3BaHHOro WII. Onnako mmMpokoe
npumeHenne UOH-anbha orpaHnymBaeTcs mioxoi nepeHOoCUMOCTBIO.

Pexomenoayus (yposenn nokasatenbHoct C): MDH-anbda ABastoTCA NMpeanoYTUTEbHBIM B
nepBoit auHuK Ana snedenus MIT y momonpix mamuentoB (<50 jeT) ¥ X0opouo MepeHOCUTCS 3TUMH
nayueHTaMu.

Tepanuto M®H-anbdpa MoxkHO npoBoauTh B rpymnne O00jbHbIX crapuie 50 et npu
Y/10BJIETBOPUTEIbHON MEPEHOCUMOCTH.

N®H-anb¢a naznavaror no 3 mitH ME nosikoxxHo, uepes 1eHb, ATUTEIbHO.

Bycyavpan



22
bycynbdan sBasercs anKUAMPYIOLIMM areHTOM, MPHUMEHEHHWE KOTOpPOro IO3BOJISIET
spdexruBHO koHTpoaupoBaTe MII. OnHako anutenbHbll npuem OycyibpaHa MOBBILAET PUCK
MporpeccupoBaHus 3a00JieBaHKs C KCXOJ0M BO BTOPUYHBIN OCTpHIil Jeliko3 [68].
Pexomenoayuu (ypoenb nokazarenbHoctd D). Oycynbdan clieyeT Ha3Ha4aTh MalleHTaM
crapiue 70 sieT, KoTopble He nepeHocsaT rugpokcumoueBuny, M®@H-anbda. [Ipenapat Ha3zHavaroT no 2-
4 Mr exxeJHEBHO 10 cymMmMapHo# 103b1 200Mmr.

KpﬂTepHﬂ KIHHHUKO-T€eMATOJOIr'HY1€CKOro orseTa 1npu Je4ueHuu HII.

Tab6auua 5.
Kputepun KIMHUKO-reMaTosIoriueckoro oteera rnpu jedenuu MIT [69].
OtBer Kpurepuu otsera npu UI1
[Tonublii oTBET 1 I'ematokput <45%06e3 KpoBOMyCKaHUM

(otser Brevenne 12 | 2 TpomGouuts <400x 10° /n
neaei) 3 Jleitkouutsl <10x 10° /n
4 Hopmanbhble pasmepsl cenesenku (Y3U/KT/MPT)

5 Het cuMnTOMOB, OMOCPEIOBaHHBIX 3a00JIeBaHUEM (MUKPOCOCYAUCThIE
HapylIeHus1, 3y/1, FOJOBHasi 00JIb)

KoHcraTauus nosiHoi peMuccuy BO3MOXKHA TOJIBKO MPU HAJIMYKUHU BCEX D KPUTEpPUEB.

YactuuHelit 1 I'ematokput <45%06e3 KpoBOMyCKaHUM

OTBET (oTBer B Hjia

reuerne 12 neziess) 2 OTBET 10 BCEM APYIUM KPUTEPUAM

Her oTBeta JIto6oii 0TBET, KOTOPBII HE YAOBNETBOPSIET KPUTEPUAM YACTUYHOTO OTBETA

TakTvka BeJeHUS TNALKMEHTOB B HACTOsALIEe BpeMs 3aBUCUT TOJIBKO OT KJIMHUKO-
remMaroJIOrn4eckoro oTBeTa Ha Tepanuto. Creayer OTMETUTb, YTO Y YacTH MaLMEHTOB MPH JI€UEHUU
npenapatamu UOH-anbda wnm unruouropamu JAK2 (pykconnTHUO) MOXKET OBITH DOCTUTHYT U
MOJIEKYJISIpHBI OTBET (OLEHKa MccienoBaHueM aitenbHoi Harpyskn JAK2 V617F meronom IILIP B
peanqbHOM BpeMeHHM B AuHaMuke). OIHAKO MPOrHOCTHYECKask 3HAYMMOCTb MOJICKYJISPHBIX OTBETOB
HeusBecTHa. [Ipn anuTenbHO# (BeposATHO He MeHee 2-X JIeT) reMaToJIOrMYecKoi 1/Mili MOJIeKyISIpHOI
PEMUCCUM BO3MOXHBI MOMBITKM CHUKEHHS 03l UM OTMEHbI LIUTOPELYKTUBHOW Tepanuu.

OOs3aTeNbHBIMM A1  MOHUTOPHUHra 3(PQEKTUBHOCTH Teparnuu SBISAIOTCH  KJIMHUKO-
remMaToJiorM4eckre IokKasarenu (IMHaMUKa CHCTEMHBIX TpPOSIBICHUWI 3a0osieBaHMs, MOKa3aTelu
nepudepuvecKoil KpoBH, NaabNaTOpHas OLIEHKA pa3MEpOB CEJIE3eHKU U MEYSHH).

PexomeHnayemas mepuoJuMYHOCTb o0OciiejoBaHMs MpejcTaBieHa B Tabn.6. [Ipu HeoOXxoaumocTH
(HanmM4Me OCNOKHEHHI M Mp.) 4acToTa KIMHUYECKOTo M J1ab0opaTOpPHOTrO KOHTPOJIsi MOXKET ObITh Oolee

WUHTEHCUBHOM.
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Tabnuua 6.

Yacrora nuHammudeckoro oocnenoBanus 6onbHbIx U (ypoBens nokaszarensHoctu D)

Hccnenosanue

HepI/IO,I[I/ILIHOCTB MOHHTOPHHI'A

OO0l (KITMHUYECKHIA) aHaIN3 KPOBU
C OMpejie/iecHHeM reMaToOKpHTa, C
T0/ICYETOM JIEHKOLMTAPHOM POPMYJTbI

Ha MoMeHT ycTaHOBJICHUs q1arHosa, 3ateM He pexe 1
pasza B TpU Mecslia WK Yallle B COOTBETCTBUHU C YPOBHEM
TpOMOOLMTOB

buoxumuyeckue noxkasareau

Ha MmomeHT YCTAHOBJICHUA IMarHo3a, 3aTEM HE PEIKE 1

(Guanpy6un, ACT,  AJIT, JUIT, a3a B TPU MecsLa MPpY LUTOPEAYKTUBHOMN Tepanun
MOU€eBas KUCJIOTA) p p P peny P
Koarynorpamma Ha MOMEHT YCTaHOBNIEHHS IMarHo3a, PU HAJTMU MK

(AIITB, TB, MHO, ¢ubprHoreH)

TpoMOO30B U Tepanuu aHTUKoaryJisiHTamMu pa3 B 1-3
Mmecsla

V3 OprouiHoii nonocTu ¢
ofpeJieieHUeM pa3MepoB MeYeHH,
CeJIe3eHKH, OLIEHKOM MopTaabHOro
KpPOBOTOKA

Ha MmomeHT YCTAHOBJICHUA IMarHo3a, 3aTEM HE PEIKE 1
pas3a B roj

CrepHasbHasi MyHKLUS C MOJCUYETOM
MHUEJOrpaMMbl U LUTOT€HETUYECKUM
UCClieIOBaHUEM

TpenanoGuomnCcUs KOCTHOTO Mo3ra ¢

TMCTOJIOTMYECKUM UCCIIEIOBAHUEM U
TMCTOJIOTHYECKOM OLIEHKOW CTENIEH!

¢ubpo3za

[Ipu ycTaHOBJEHUM IMArHo3a, Jajee Nnpu MosiBJIEHUU
NPU3HAKOB, CBUJETENBCTBYIOIIUX O MPOrPECCUPOBAHUN
3abosieBaHus (aHEMMs, pa3BUTHE JIEHKOLUTO3a, CIBUTa
BJIEBO B JIEHKOLMTAPHOI (hopMyJie, MOBBIILIEHUE YPOBHS
ceiBoporouHoro JIJII', nosiBneHue crijieHoMeraiim).

B Hactosiiiee BpeMst HeT OTHO3HAYHBIX PEKOMEHALIMIA TI0 KOHTPONO (P(EKTVBHOCTH JieYeHHs] HA OCHOBAHUN

VICCIIeNIOBAHMST  KOCTHOMO3IOBOTO  KpoBeTBOpeHust [69]. B pamkaX KIMHMUeCKUX KCC/ICNOBAHUI  THCTONOMMUECKOS

VICCTIEIOBAHKE TPETAHOOMOMTATa KOCTHOTO Mo3ra MpoBoauTest 1 pas B roj /sl OLCHKM M3MEHEHWs! cTerieHd (proposa,

TIPY3HAKOB MATOMOPQO3a/ IUCTLIA3NH PATYHBIX POCTKOB MUEIONO3A.

[Nosnenye GractoB Gonee 20% CBUNIETENHECTBYET O Pa3BUTUM OJIaCTHOM (hasbl 3a00reBaHusl. TakTVKa BelieHUs

JIAHHBIX TIALMEHTOB B HACTOsIIEE BpeMsl He paspaboraHa. Hanbornee yacTo MCTONB3YHOTCS Te e TIOIXO/bl, KaK M IS

TNALEHTOB C OCTPbIMH JIEHKO3aMH, HO JI03bI perniapatoB cHIbKaoT Ha 30 — 50%6¢ yueToM OTCyTCTBISI pe3epBa HOPMATLHOTO

KOCTHOMO3IOBOIO KPOBETBOPEHMS, TIOXKIIIONO BO3PACTa, MpeIeYeHHOCTH LTocTatikamu. [ Iportos mpu pazsumin bO

H&J’Ial'f)l'lpI/IHH-IBII\;I, BBDKMBACMOCTH COCTABRIIACT HECKOJIBKO MECALICB. Tepanwl HOCHT Ny IMATUBHBINA XapakTep.

JleueHyie naLyieHTOB ¢ TPOMOO3aMH MPOBOJATCS COBMECTHO € COCYAMCTBIMU XUPYpPravu.

AccenmmanbHas Tpomoonuremusi (MKB X — D47.3).
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DccennuanbHasg  TpomOorurtemus (DT, mepBUYHBIE  TPOMOOLMTO3, MIAMOTIATUYECKHUIA
TPOMOOLMTO3, TreMopparuyeckas TpPOMOOLMTEMHsS) — KJIOHAIbHOE MHUENonpoardepaTuBHOE
3a00JieBaHWE C HEKOHTpOJIMpYeMOH mpoaudepaureil MerakapuoLMTOB, XapaKTepusyrolleecs
MOBBILIEHHBIM YHCJIOM KPYMHBIX U TUTAaHTCKUX MErakapuoLKUTOB B KOCTHOM MO3re, TpOMOOLIMTO30M B
nepudepuueckoil kposu (>450x 10°/1) 1 KIMHUYECKH — SMIH301aMH TPOMGO30B /MM KPOBOTEUEHHI.
B Hacrosiiiee BpeMsl He U3BECTHO M'€HETUYECKHX, OMOJIOrMuecKuX MapkepoB, crietuduunbix aast OT.

DcceHUuuMalbHass ~ TpoMOOLMTEMHUS - penkoe  3abolieBaHue. [TonynsunoHHbIE
AMUJEMUOJIOTHUECKUE JaHHble O 3a00JIeBa€MOCTH M paclpoCTpaHEHHOCTH B PoccuM OTCYTCTBYIOT.
JlurepaTypHble JaHHble O 3a00/€Ba€MOCTH MO JAaHHBIM 3apyO€XHBIX PErMCTPOB COCTABISIOT
npubmusutensHo 1,5 - 2,53 1 100 008acenenus [70, 71].

Knaccuueckue npeacraBieHuss o6 DT kak 0oje3HM MPEUMYILIECTBEHHO JIMIL MOKHUIOTO
BO3pacTa ¢ MakcuMmymom 3aboneBaemoctd B 50-60 ner B HacTosiiee BpeMsi MepecMaTpHUBarOTCS.
OTKpbITHE yuacTusi B MaTroreHese 3a0oJieBaHUsl MOJICKYJSPHO-TEHETHUECKUX TOJIOMOK (MyTaluu B
renax JAK2, MPL u jap.) Mo3BOJIMJIO YJAYYIIUTh JWArHOCTUKY M BBISIBUTH 3HAYUTEBHYIO JIOJIHO
00JIBHBIX MoJIoJOro Bo3pacta [72, 73]. B HacTosiiiee BpeMsi B CBS3M C MMOSIBJICHHEM COBPEMEHHBIX
KpUTEepHUEB TUcToNornueckoii quddepenumnansioit quarnoctik DT u npe-hudposHoit/panneit ctanuu
[IM® yacToTa 3cceHIMaNbHOM TPOMOOIUTEMUN OYIET YTOUHATHCA.

CoOTHOIIEHUE JKEHIIMH U MYXYWH NMpUuOIu3uTensHo paBHoe. OJHAKO B MOJIOJOM BO3pacTte
co00IIaeTCsi 0 HEKOTOPOM TpeoOIIaJaHuu MEPBUYHBIX OOJIBHBIX KEHCKOTO TM0J1a HaJl My>KYUHAMHU [74].

[Tpu ananuze necsaTuineTHed OuHaMuku 3aboneBaemMoctd B CankT-IleTepOypre exeronHas
nepBuyHas 3aboneBaemocTh kojebanach ot 0,60 no 2,10 u cocraBuina B cpenHem 1,30 Ha 100 000
HaceJieHus B rof [75].

HccaepoBanus npu auarnocruke T,

JlnarHo3 scceHLManbHOW TPOMOOLIMTEMHUN YCTAHABIMBAETCS HA OCHOBAHUH!

. Kanob Ha AOKeHHe, MapecTe3suu U 60JM B ManbliaxX KUCTEH W CTOIM, HapylleHHe 3peHus,
nepeMexKarolytocs XpoMOTYy, MpUanu3M, KpOBOTEUEHHS MPU MUHUMAJbHBIX TpaBMax, SKCTPaKLUH
3y0OB;

. AHAMHECTUYECKHUX JaHHBIX: CTOMKHMH TpoMOOLMTO3 B aHamu3aX KpPOBM B TEUYECHHE
HECKOJIbKHX JIeT, TIepeHeceHHble TPOMOO03bl, 0COOEHHO HEOOBIYHBIX JIOKAIM3alMil U OCOOEHHO Y JHIL
MOJIOJIOr0 BO3pacTa,

. pe3yJbTaTOB KJIMHUKO-TAa00OpaTOPHBIX MCCIE0BAaHMI: CTOMKMI WM HapacTaromui

TpOM6OL[I/IT03, pacinpeHue MUCJIONAHOTO POCTKA C mnepnnasneﬁ MErakapuouuToB B MUEJIOrpaMmMe U
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NpU TUCTOJIOTMYECKOM HCCIEeIOBAaHUM KOCTHOTO MoO3ra, oOHapy)keHue TouyeuHod MyTtauumu JAK2
V617Funu B rene peuenropa tpom6onostrHa MPL, oTcyTcTBHS NPUYKMH BTOPUYHOTO TPOMOOLIMTO3A.
TouHslii quarHo3 B ae6rote 3a00J1eBaHUSA MOKET ObITh YCTAHOBJIEH TOJIBKO MPU MOJTHOLEHHOM
obcnenoBaHuu. OcoOyr0 TpyAHOCTb cocTaBisgeT auddepeHuUnanbHas AMArHOCTUKA  MEXIY
JCCeHLUANbHON TpoMOouuTemMueit u mnpedubOpoTuueckoit cragueil nepBuuHOro Muenodudposa,

BTOPUYHBIMHU TPOMOOLIUTO3aMHU MPU JPYTUX 3a00J1€BAHUSAX.

Obs3amenvHbie Ucce008AHUSL.

e [lepBuuHbIii TpUEeM-ocMOTp Bpava-remarosiora co cOopoM xanob, aHamHe3a (CHUMIITOMBI
OIMYyXOJICBOW WHTOKCHKAILIMU), HCCIeJOBaHUEM OOBEKTUBHOTO cTaryca OOJILHOTO €
00s13aTe/IbHBIM OTIpeIeJICHUEM pa3MepOB MEUSHU U CeJIe3eHKH;

e OO6wwuit (KIMHUYECKKI) aHATU3 KPOBH Pa3BEPHYTHIN ¢ BU3YyalbHBIM KCCIIEIOBAaHUEM MasKa Jis
Mopdosoruyeckoil  XapakTepUCTHUKM  MHEJIOMIHOro  pocTka (HapylleHHe CO3peBaHMs
HEUTpoUIOB cO cABUroM (GOpMYIibl BJIEBO, MATOJOrHs pa3MepoB U (GOpPMbI TPOMOOLIMTOB,
SPUTPOLIMTOB, HAIMUME BHYTPUKIICTOUYHBIX BKIIOUSHUH, HOPMOOIJIAcTOB);

* buoxumuueckue mapkepbl KpoBu: oOuiui ounupyoun, ACT, AJIT, JIIAI', moueBas kuciora,
MOYEBMHA, KpeaTuHHUH, o0muid Genok, ansOymuH, JIJI', menounas ¢ocdaraza, 3neKTpoNIUTbI
(xanmii, HaTpUid, KabLHiA, pocdop);

*  MouJekysapHoO-reHeTHYecKkoe ucciiefoBanue nepudepuyeckoit kposu: kauectBeHHas [1L[P na
Hanuuue mytauun JAK2 V617F;

e lluToreHernyeckoe vccie0BaHUE KIETOK KOCTHOTO MO3ra;

* Tpenanobuomncust KOCTHOrO MO3ra € THUCTOJOTHYECKOW OLEHKOW M T'MCTOXMMHUYECKUM
MCClIeJIOBAaHUEM JJIS BBISIBJICHUS] PETUKYJIMHOBBIX U KOJIJIAr€HOBBIX BOJIOKOH;

* V3U opraHoB OprouiHoOi mosocTH (pa3Mepbl M TUIOTHOCTh TIEYCHU M CEJIe3eHKH, JHamMeTp

BOPOTHOM BEHBI);

Hcceneoosanus no nokazanusm:
* OmnpeneneHne KOHLEHTPALMK CHIBOPOTOUHOTO Xkeje3a, GpeppuTuHa, TpaHcheppHrHa, GoareBoit
KUCJIOThI, BUTaMuHa B12, 3putpomnostuHa,
* CrepHaibHas MyHKUMS € TOACYETOM MUEIOrPaMMBbl, ONpeieIeHHe COOTHOLIEHUS! MUEIOUAHOTO
U OPUTPOUJHOIO  POCTKOB,  KOJIMYECTBEHHOM M  KAayeCTBEHHONW  XapaKTepUCTHUKU

MErakapuouMTOB;
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Onpenenenue amienbHoit Harpy3ku mytanTHoro JAK2 V617F u «iukoro» tunoB JAK2 rena
meToaoM real-timellLlP;

Onpenenenne myrammii B rene MPL (W515L; W515K) y JAK2 V617F otpunareibHbIX
OOJILHBIX,

Onpenenenne mytanuii B renax LNK, CBL, TET2, ASXL1, IDH, IKZF1, EZH2, CALR;
Koarynorpamma  (akTMBMpOBaHHOE 4acTUuHOe TpomboruiactuHoBoe Bpemsi (AUTB),
TpomOuHoBoe Bpems (TB), mesxnyHaposHOe HOpMaIU30Ba HHOE OTHOIIIEHUE (MHO),
(uOpUHOTEH) NPU pUCKE TPOMOOTHIECKUX MM FeMOPPArnueCcKUX OCI0KHEHHIA,
MonekyaspHO-TeHeTUYeCKU  CKPUHMHI  MapKepoB  HACJI€JCTBEHHOH  TpomOoduiuu,
rOMOLMCTENHA, KOHCYJIbTAlMsd COCYAMCTOrO XHUpypra TMpH HaJUduM TpealiecTBYIOLINX
TpoMOO030B M TpOMOO3MOOIMH AJsl OmpejeseHus MokKa3zaHui M oObeMa aHTHUKOAryJsIHTHOW
Tepanuu,

[{uToxumuueckoe onpeaeseHue aKTUBHOCTH LieloyHoi ¢ocdaTtasel HelTpoduiaoB s
nddepeHLManpHOrO  MarHo3a, MHUeENONepoKcuaasbl, nunuaos, PASpeakuus, anbda-
HadTridCTepassl (B asze 61acTHOTO Kpu3a);

NmmyHodeHoTunnueckoe rcciaeoBaHue 6J1acTHBIX KIIETOK B (a3e 01acTHOro Kpusa,
Omnpenenenue rpynnoBoit npuHaaiexxHoctu kposu (ABO, pesyc dakrop) npu HE0OX0AUMOCTH
reMOKOMIOHeHTHOM Tepanmuu (B ¢azax mnocTrpoMOouuTeMudeckoro Muenopubposa u
OJacTHOTO KpH3a);

Uccnenopanune kpoeu Ha HBSAQ, anturena x HCV 1gG, BUY 1 u 2 TunoB peakuus
Baccepmana;

[TpoGa PeGepra npu nprsHaKax naTtojaoruu Noyex;

OubporacTpoIyoACHOCKONHUS Asl MCKIIOUEHMs BTOPUYHOrO TpoMOouuTo3a Ha (¢oHe
MaToJIOTUM JKENYJ0YHO-KUIIEYHOTO0 TpakTa M MpH MpU3HAKaX MOPTajJbHOM TUNEPTeH3UU C
BapUKO3HBIM pacliMpeHreM BeH MHUIIEBOJA M JKelyaka B (aze mocTTpoMOOLMTEMHUYECKOTO
mMuenopuodposa;

OKI' cranaaptHas B 12 otBenenusax, DxoKI' mnpu Hanmuyuu KapadaibHOW MATOJOTUM, €CIU
MJIaHUPYETCsl MPOBEACHUE TepaNuM aHarpeInaom,

PentreHorpagus TpyOuaTbiX KocTeil i KOCBEHHOH OLIEHKHM OCTEeOCKJepo3a MNpH OTKaze
0osbHOTO OT Tpenanobuorncuu (B gaze mocTrpoMOoIUTEMUUECKOT0 MUesopudpo3a);
PentreHorpadus opraHoB rpyJHOW KJIETKW AJsl UCKJIIOYEHHMsS BTOPUUHOIO TPOMOOLMTO3a Ha

(oHe XpoHMUecKnX 3a001eBaHUI 1 HOBOOOPA30BaHUIA JEerKHX;
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* KoHcynbraumu  Bpayeii-crienpanuctoB  (odTaipMoiiora,  Kapauoniora, 3HJIOKPHUHOJIOTa,
I'MHEKOJIora, TracTpOdHTepoJiora M Tp.) MpPU HAJIUUUKM OCJIOXKHEHWM M  COMYyTCTBYHOLICH

naToJioruu ajig OoNTUMHU3alluu Teparnuu.

Juarnoctuyeckue kpurepuu 3T

HuarHo3 DT noskeH ObITh yCTaHOBJIEH B COOTBETCTBUMU ¢ KpuTepusimu BO3 Ha ocHOBaHUM
KOMIUIEKCHOM  OLIEHKM KJIMHWYECKOW KapTHHbI M J1abopaTOpHBIX  Mokasarenedl  (ypoBeHb
JloKazatesibHOCTH A) [44].

1.  TlocTOsIHHO MOBBILIEHHOE KOJUYECTBO TPOMOOLMTOR (00J1ee 450(109/J1).

2. Hamuune B KOCTHOM Mo3re mnpoiudepalud MerakapuouuToB ¢ MpeodiajaHueM
KPYMHBIX M TUFaHTCKUX MeErakapholMTOB co 3penoii Mopdonorueit. OTCyTCTBYeT 3HaYMTEIbHOE
YBEJIMUEHHUE WK «IEBbI CABUI» 3JIEMEHTOB I'PaHyJIOLIMTONO033a UIIK 3PUTPOLIMTONOA3A.

3. OrcyTcTBHE ApYrUX MUenonposurdepaTuBHbIX 3a001eBaHUIA.

4.  Myrauus JAK2V617F unu npyroil KjaoHalbHBIA Mapkep; NpuU OTCYTCTBUM MYyTalUu
JAK2V617F —uckioueHre BTOpUYHOro TpOMOOIUTO3A.

Jlnst ycraHOBIEHUS AMArHo3a He00X0AUMO HallMuKe Beex 4 KpuTepues.

[Ipu ouenke TpombGouurosa, obHapyxkeHue myrauun JAK2V617F noareepkaaer Hanuuue
muenomnponudpepaTuBHoro 3adonesanus, onHako, y 40% 6oabHbix DT naHHON MyTalKMu MOXET U He
ObITh [76, 77]. BaxkHo Tarkke oTMeTHTh, uTo W Apyrue JAK2V617Fdionoxurenpusie MII3 Moryt
umutrpoBatb DT, B uactHocTH — XMJI u npe-pubposnas craaus [IMOD.

HccnenoBanre KOCTHOMO3roBOro KpOBETBOPEHUS SABJsETCs 00A3aTeNbHBIM U1l YCTaHOBJIEHUS
nuarHosa DT u nmpoeaenus auddepeHuranbHON AMAarHOCTUKU ¢ apyrumu MII3, mpoTtekaromumu ¢
TpomboLuTo3om [76, 77, 78].

IIporuos

OO0was BbKMBaeMOCTh NMpU DT yMEpeHHO CHU)KEHa MO CPaBHEHWIO ¢ OO0lIed momyasuuei;
MeJiMaHa BbDKHMBaeMocTH coctaniseT okosio 130 mecsues [79]. [lpu ananuze BbiOGopku 60sbHBIX DT
Cankr-IletepOypra pacueTHast MejMaHa BbbKHBaeMOCTH coctaBuia 13,4roaa (161mecsn) [75].

OCHOBHOM MPUYMHOM, MPUBOJSALIEH K MHBAaIMAM3ALUMKU U CHUKEHUIO MPOJOIKUTEIbHOCTH
#u3HH, nipu DT sABiseTcs CKIOHHOCTH K TpomOo3aM M TpoMO0odMOousaM. KymynsTHBHBIN puck

KIIMHUYECKHA 3HAYMMbIX TpoMO030B cocTaBiseT 5% npu npoaoKUTENbHOCTH 3a00eBaHus S NeT u
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14% npu pourensHoctd DT necars ner [39]. B pmannoit rpynme GonpHbix DT mnpu ananuze
JECATUIICTHUX JIJAHHBIX YacTOTa Pa3BUTHUSI TPOMOOTHUECKUX OCIIOKHEeHMI cocTaBuia 31% [75].

[Ipn pautensHOM TedeHuM 3a0o0yeBaHUs MOXKET HACTYNUTh HMCXOA BO BTOPUYHBIN
noctrpombouuTemMuueckuit Muenodgpuodpos y 3-10%060abHb1x B TeueHue nepsbix 10 neT 3a0oneBanus u
y 6-30%nmnanueHToRB npu MpoaoskuTeIbHOCTH 3a0oneBanus coiie 10 ner [39, 40, 41, 75].

[TporpeccupoBanue 3aboneBanus B pa3y 61actHoii TpaHchopmauuu Habmogaercs y 1-2,5%g
TeyeHue nepBbiX 10 et Gosiesnu u 'y 5-8% G0ONBHBIX MPHU ATUTEIBLHOCTH 3a00jeBaHus Oosiee 10 et
[39, 40, 41].

Crpatundukanus pucka TpoMOGOTHUYECKHX OCI0KHeHHiT mpu DT

Crpatudukauus pucka y OonpHbix OT, kak u npu HIl npennaznauena nansi OLEHKH
BEPOSITHOCTH TPOMOOTUYECKUX OCJOKHEHMi, B OCHOBHOM *00YCIIOBJIMBAIOIIMX MHBaIUIU3ALMIO U
OrpaHUYMBAIOIIMX MPOAOIKUTENBHOCTD KU3HU OOJIbHBIX.

Ha ocHOBaHMUM MeXIyHapOIHBIX MHOTOLIEHTPOBBIX HccieloBaHMii skcnepramu BO3 Obina
pa3paboTaHa MeXJyHapoJiHas TPOrHOCTHYECKas IKana pucka pas3BuTus Tpombo3oB mpu DT The
International Prognostic Score for ET (IPSET-throsib) (posenbr nokaszatensHoct B) [49].
[Tpu3Haku M cOOTBETCTBYIOLIAsH OallibHAs OLEHKA MpeCTaBlIeHbl B Ta0.7:

Tabnuua 7.
MesxayHapoiHas TPOTHOCTUYECKAs 1IKala pyucKka pa3BuTHs apTepuanbHbiX Tpom6030B BO3 2012npu

acceHIManbHo i Tpombonutemun (IPSET-thrombosis)

Kpurepuit

Bospact 6onee 60 net 16ann

TpomM603bl B aHaMHe3€e 2 6anna

DakTophl pUCKa CEPIICYHO-COCY TUCTHIX 1 Gann
3a00J1eBaHU

JAK2V617F 206anna

v Huzkwuii puck - Ounm 1 6ann
v [TpomexyTouHbIi puck - 2 6anna

v Beicokwuii puck - 31 6osee 6anios

*caxapHblil 1MabeT, apTepuasbHas FUNEepTEeH3Us, KypeHue
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ONPEJAEJIEHUE TAKTUKHA TEPAIIUMU ITPU DT
Lenu mepanuu IT (yposensv ooxazamenvnocmu D):
- IpeynpeauTh BOSHUKHOBEHHE TPOMOOTHUUYECKUX UM FEMOPPAruuecKuX OCI0KHEHHI;
- MUHUMU3UPOBATh PUCK MTPOrpeccupoBanus 3a00seBanus ¢ ucxoaoM B noct-20T M® unu OMII,
- KOHTPOJIb CUMIITOMOB MHTOKCHKALIUHU;
- IpeynpexJIeHUe 0CI0KHEHHH B cilyyae 6epeMEeHHOCTH, XUPYPTrUUeCKUX MaHUMYJISILMMA.

L{eneBoii ypoBeHb TpoMGoLuToB Metee 400x 107/1.

Memoowr mepanesmuueckoeo gozoeticmeus npu 3T
e Ilpodunaktuka TpoOMOOTHUECKUX OCIIOKHEHUIA!
— aneruncanuiuiosas kuciorta (40-325mr/cyt), knonunorpens (75 Mr/cyT), TUKJIONUUH
(500-750wmr/cyT).
e lluTopenykTuBHas Tepamnusi:
— lwurocratuku: 'mapokcumoueBuna 10-30mr/kr/cyT;
— Hurepdepon-anbpa 1,5-5mau ME 3 pasza B Henenmo;
— Awnarpenun 2-10mr/cyT.

* JleyeHue ocioxxHeHHi 3a00eBaHus (TPOMOO3bI, TPOMOOIMOOITHH)

CymmupoBaHHbie pekomenganuu npu JT (ypoBens gokazateabnoctu C):

1. JIns BCcex MaIMeHToB.

- po()MIIaKTHKA CepIeUHO-COCYIMCThIX 3a0osieBaHni (ycTpaHeHne pakTopoB pUCKa);

- TpenapaThl aleTUICATULIMIOBOM KUcIoThl (40-325 Mr/cyT), npu pe3uCTeHTHOCTH W/WiH
HEMepeHOCUMOCTH  alleTUJICAMIIMIOBOM KUCJIOTHI MMOKAa3aHO Ha3HAueHHWe NPYruxX Je3arperaHtoB -
kionuaorpeb (75 mr/cyt) uinn tukiaonuand (500-750mr/cyT), nepen Ha3HaYeHHWEM Je3arperaHTHOM
Tepanuu Bce MalMeHThl JOJDKHBI MPOWTH 00C/e0BaHUE B CBS3M C PUCKOM Pa3BUTHs MOOOYHBIX
sBienuii (sa3Bbl, 3po3un JKKT). Ilpu HU3KOM pucke pa3BUTHUS TPOMOO30B M MOJIOJOM BO3pacTe

NnagueHTa aHTUarperaHiTbl MOXXHO HE Ha3HavdaTh, OrpaHUYMBIINCH HaGHIOIleHI/IeM.

IIpenapaTsbl aneTWJICAJIMIHI0BOI KHCIOTHI
B perpocnekTUBHOM HcciieIoBaHUM C BKIOYeHHEM 00JibHBIX DT ¢ cepaeyHo-cocyauCThIMU
(akTopamu pucKa MCMOJb30BaHHE ALETUIICATIUIMIOBON KUCIOTHI SIBUIOCH A(PPEKTUBHBIM METO/IOM

npoUNaKTUKY BEHO3HBIX M apTepualbHbIX TpomOo30B [80]. Huskue 10361 aneTuicaauuuioBOi
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KUCJIOThI MOKa3anu 3pPeKTUBHOCTD Ui MPOPUIAKTUKY PA3BUTHS MUKPOLMPKYJIATOPHBIX HapyLIEHUH
(romoBHast 0oJb, TOJIOBOKPYXKEHHE, MPEXOJSIMe HEBPOJOTHUSCKHE HapylleHHs IOyM B YyIIax,
aTWIUYHbIe 00JIM 3a IPYANHON, napecTe3nu, spurpomenanrus) [81, 82].

[Nanuentsr ¢  Hamuumem Mytauuu reHa JAK2V617F, nomkHbl monayyaTh Teparuio
npenaparaMy aleTWICAIULUIOBOM KHUCIOTHI, TaK KAK Y JAHHOM KAaTeropuu OOJIBHBIX BBICOKMH PHUCK
pa3ButHs Tpombo3a [83].

[pu TpomboumTose >150k10°n mnpemapaTsl AlETHICANMLMIOBON KHCIOTH  JIOIDKHBI
Ha3HayaTbCs TOJbKO MPU aKTUBHOCTU pucToueThHa >30%. CHMKeHHe aKTUBHOCTH PUCTOLIETHHA HUXKE
YKa3aHHOTr0 3HaY€HUs SBJIAETCS NPOTUBOMOKA3aHUEM K HA3HAUEHUIO alleTUIICAIMLIMIIOBOM KUCIOThI U3-
3a BBICOKOTO pPHUCKa KPOBOTOUMBOCTH. Bricokuit TpomOouutos 100&10°/n siBsieTcst MOKasaHUEM K
Ha3HAUYEHUIO LUTOPENyKTUBHOM Tepanuu. [lpemapaTbl auneTUICaIMLMIOBOM KHCIOTHI HEOOXOAMMO
HA3HAYaTh BHOBB, KOT[a TPOMOOLMTO3 cHu3uTes <1000x 10%/71.

[1p1 pe3uCTEeHTHOCTH K alueTHIICATULMIIOBOI KUCI0TE BO3MOKHO yBEJIMYEHHE €€ J103bl B J[Ba
pasza WM Ha3HaYCHHUE JPYruX aHTHArperaHToB: kionugorpeib (75 mr/cyt) uim tuknonuaut (500-750
mr/cyt) [84].

Haznauenue npenapaToB aueTUICATUMLMIOBONW KUCIOTHI COBMECTHO C aHarpeauaoM Tpedyer
MOHUTOpHMHIa T[oKa3aTejeil cucrembl remoctasa. JlaHHas KkoMOMHaLUMS npenapaToB JOJKHA
Ha3HAYaTbCsl C OCTOPOKHOCTBIO HM3-32 TOBBIIIEHHOTO PHUCKA KPOBOTEUYEHHWH M HE MOXKET ObITh
peKOMeH10BaHa NalUeHTaM ¢ KpOBOTEUEHHUSMHU B aHaMHeE3e.

Bb16op unTopeaykTuBHoii Tepanuu npu T
- HU3KUI pUCK TPOMOO30B — LIMTOPEYKTUBHAsI Tepanusl, Kak NpaBuio, He TpedyeTcs;
- IPOMEXKYTOUHBIN PUCK:
* Bospact <60 ner: l-as nuuus — HaOmopeHue, UDH-anbda w/unu anarpenun; 2-as auHUs
I'MJIPOKCHMOYEBHHA,
* Bo3pact >607et: 1-as TUHUS TUIPOKCUMOYEBUHA, 2-as uHUsA aHarpenua u/unn MDH-anbda;
- BBICOKUW PUCK:
» Bospact <407nert: 1-as nunus — UOH-anbda n/unm anarpennn; 2-as IMHUS THAPOKCUMOUYEBHUHA,
» Bospact >40net: 1-as TUHUS TUIPOKCUMOYEBUHA, 2-as TuHUs aHarpenua u/un MDH-anbda;

CoueranHas Tepanus (TMAPOKCMMOYEBHMHA + aHArpeiu, ruapokcumodeBruHa + UOH-anbda)
MOXeT CTaTh ajJbTePHATUBOM B KayecTBE Tepanuu 2-0il JMHUU y MAalUEHTOB, €CI MPU MOHOTEpanuu
pa3BuBatoTcs MoOOYHbIe 3 QeKThl, He MO3BONSAIOLIME NpUEeM [03bl Mpenapara, aaeKBaTHOW s

KOHTPOJI YPOBHS TPOMOOLIUTOB.
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T'uopokcumoueguna

TepaneBruueckuii 3¢pGeKT rUAPOKCMMOYEBHHBI 3aKJIIOYAETCs B CHUXKEHUM TPOMOOLIMTO3a,
npodunakTuke TpoMOOTHYECKUX ocioxkHeHuid. B wucciaenoBanum PT-1 nokasana Oosblias
3¢ PEeKTUBHOCTb M'MIPOKCMMOYEBHUHBI B CPABHEHHUHU C aHArpeuioM B MPeJOTBpaLlEHUH apTepralbHbIX
TpoM6030B [62]. OmpeneneHHble oONMaceHWs BBI3BIBACT BO3MOXHBIM JIEHKO30TeHHBIH 3P QeKT npu
JUIMTEILHOM MPUMEHEHUH, B CBSI3U € YeM I'MAPOKCHMMOUYEBUHY B MEPBOM JIMHUM MOJIOJbIM OOJBbHBIM C
0XKHJIaeMOH JUTMTEIbHON MPOAOIKUTENLHOCTBIO KU3HHU CllelyeT Ha3HauaTh C OCTOPOKHOCTBIO.

Pexomendayuu (ypoBeHb JOKazaTeJIbHOCTH B): rumpokcumMoueBMHa peKOMEHIyeTCsl Kak
npenapat BblOOpa B KauecTBe Tepanuu MepBoil JuHUM y O0sibHBIX DT ¢ MpoMexXyTOYHBIM PUCKOM
pa3BuTHsa TpoM0030B B Bo3pacte > 607eT u y 605bHbIX DT ¢ BHICOKUM PUCKOM pa3BUTHSI TPOMOO30B B
Bo3pacte > 40 ner. BTopas nuHMsA Tepanuu y APYrMX KaTeropuil GOJBbHBIX C MPOMEXKYTOUHBIM W
BBICOKHM PUCKOM pa3BUTHsl TPOMOO30B.

FI/II[IJOKCI/IMO‘IGBI/IHY HE CJICAYCT MUCIIOJb30BaTh IpHU 6epeMeHHOCTI/I HJIK TIpU TIJIaHUPOBAHHUHU

OepeMEeHHOCTH.
Tabnuua 8.
Kputeprn pe3ucTeHTHOCTH/HENepeHOCUMOCTH THApokcuMoueBHHbI y 60bHBIX DT (ELN).
Ormpezienenne HeMePeHOCUMOCTH/PE3UCTEHTHOCTH K THAPOKCHMOUYEBUHE
oT 1 Tpom6ouuTtsl >600x1C° /11, nocne 3 MecsieB Tepanuu ruapokcuMoueBuHoii 2000

mr/aens (2500mr/nens y 6onbHbIX Gonee 80kr) HITH

2 Tpom6ouutsl >400x1C° /i1, neiikormtb <2,5x1C° /1, npu mo6oii 103e
ruapokcumoueBunbl HJITH

3 Tpom6Gomutsl >400x1C° /i, remorno6un <10Q+/1, npu moGoii 103e
ruipokcumouesunsl UIH

4 $13BbI Ha TONEHSIX WJIU ApPYyrasi TOKCHYHOCTb, OMOCPEA0BaHHAS THIPOKCUMOYEBUHOMN
pH JF000#t 103€ THAPOKCHMOYEBHUHBI

5 Jluxopanka, BeI3BaHHAS TPUEMOM THIPOKCHMOYECBHHBI

Humepdghepon-anvpa

Jleuenue npenapatamu M®H-anbda snsetcs 3pdekTUBHBIM 1 Oe30MacHbIM MpenapaToM s
neyenus OT. HOH-anbdpa He oka3biBaeT JEWKO30M€HHOr0 WM TEPATOr€HHOTO  JEeHCTBUS.
Pexomenoayuu (yposenb nokaszarenbHoctd C): MDH-anbdha pexoMeHayercs Kak npenapaT BeiOOpa B

KauyecTBe Tepanuu MnepBoil JMHUM y 60JbHBIX DT ¢ MPOMEXYTOUHBIM PUCKOM Pa3BUTUS TPOMOO30B B
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Bo3pacte <60 jer u y GosbHBIX DT ¢ BBICOKUM pUCKOM pa3BUTHUs TpoMO030B B Bo3zpacte <40 ner.
NO®H-anb¢a sBasercs npeanoyTUTENbHbIM NpenapaToM MepBoi JUHUK y MOJIOABIX MauueHToB. Ero
MOKHO TIPUMEHATh M y TaluMeHTOB crapiie 60 neT mpu pe3uCTeHTHOCTH W/WIIM HerepeHOCUMOCTH
'MPOCKCHMOYEBUHBI B KaU€CTBE Teparnuu BTOPOM JTUHUM.

AHazpenuo

AmHarpenu] SBISeTcsl CeJeKTUBHBIM MHrMOUTOpOM Merakapuouutos. [IpenapaTt He oGnanaer
neliko3oreHHbIM 3ddexTom. JlaHHbIE KIMHUUECKUX MCCIeI0BaHUN CBUIETENLCTBYIOT, YTO aHarpesna
JI0303aBUCHMO MHTUOMpPYET rurepco3peBaHre Merakapuouutos [85]. PekomeHnayemas HayanbHas 103a
a”arpenuaa — 0,5mr 4 paza B cytku uimn 1,0mr 2 pasa B cyTku. MakcuManbHas pa3oBas 103a — 2,5
mr, cytouHas jngo3a — 10 mr. [lpu onTuManbHON [03€ KOJMYECTBO TPOMOOLIMTOB HAuMHAET
yMeHblIaTees uepe3 7—14 aneil. CnenyeT Ucnosb30BaTh MUHUMabHYIO 3 dekThBHYI0 103y, KOTOpas
OyneT IOCTaTOUHOM AJIs MOJAAepKaHUs KOJIMYecTBa TPOMOOLIMTOB Ha ypoBHe Huke 600 00Ok, a B
ujeane — J10 HOPMaJIbHOTO YPOBHsA. Y 0OJIbIIMHCTBA NALUEHTOB aJEKBATHBIA OTBET JOCTUraeTcs Mpu
NpUMeHeHuH aHarpenauaa B 1o3e 1,5-5,0mr/cyr.

BonbliMHCTBO MOOOUYHBIX 3((EeKTOB SABIAOTCA [0303aBUCUMBIMM, CJ1a00 BbIPaXKEHbl W
NpexoAdlly U He TpeOyrT NMpOBEIEHUs JeueOHbIX MeponpuATHUi Uil uX ycTpaHeHus. Haubonee
YacThIMU  HEKeNaTe/bHbIMU  SBJICHUAMU  SBJAIOTCA  COCYIOPACLIMPSIOIIMNA M TOJIOKUTENbHbIH
MHOTPOMNHBINA 3G QeKThl, rosloBHas 00Jb, AUapes, 3aAepxkKa KUIKOCTH, CepAeUHas HeJOCTaTOUHOCTb,
aputmuu [86]. BcnenctBue 3TOro aHarpenuj peKOMEHIyeTcs TOJIbKO TallMeHTaM 0e3 3acTONHOM
CepAEeYHOI HEJOCTATOUHOCTH UJIM CEPACUHON apuTMUU. YacToTa U BBIPAKEHHOCTb MOOOYHBIX peaKLHii
CHIKAETCs TIPH MPOJ0JDKeHUU Tepanuu [87].

Pexomvenoayuu (ypoBeHb okazarenbHocTH B)

M3-3a pucka cepaeuyHO-COCYAUCTBIX OCJIOKHEHWM, apuTMUKA M KapJAUOMHUONATHM, BCe
NaLMEeHThl Nepe] Ha3HAaYeHMEM aHarpeua JOJDKHBI MPOUTHU 00C/IeN0BaHUE CEpPIEHYHO-COCYUCTOMN
cuctembl (KT, axokapauorpaduro).

[lokazaHuAMM K HA3HAUYEHUIO aHATrpeNIna ABIIAIOTCA: Tepanus nepBoi uHuM y 60bHbIX OT ¢
NPOMEKXYTOUHBIM PUCKOM pa3BUTUS TpomO030B B BozpacTe <60 ner u y GonabHbIXx DT ¢ BbICOKMM
pucKkoM pa3BuTHA TpoM0030B B Bo3pacte <40 ser. Bropas numHus Tepanuu y ApYrux KaTteropui

0O0JILHBIX C MMPOMEKYTOUYHBIM U BLICOKMUM PUCKOM pa3BHUTUA TpOM6030B.
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MoOHHTOPHHT OTBETA NPH Je4eHNH 00JbHbIX T

CBoeBpeMeHHOe MpoBeieHue OLIeHKH 3(h(PEeKTUBHOCTH Tepanuu ¢ MOMOUIbIO CTaHIapPTU30BaHHBIX
METO/IOB MO3BOJISET MOJYYUThb TOYHBIE JaHHBIE O Pe3y/bTaTax MPUMEHEHUs! Pa3IMUHBIX CHOCOO0B
JIeYeHHUs U CUCTEMATU3MPOBATh TAKTUKY TEpaNMy C LeJblo €e MHAUBUYalU3aLuu.

Pexomenayemas nepuoauuHOCTL oOciieloBaHus npejacTaBieHa B Ta0:1.9. [Ipu HeoOxoaumocTu
(Hanu4Ke OCJIOKHEHUH U Tp.) YacTOTa KIMHUYECKOTO U J1ab0opaTOpHOrO KOHTPOJISI MOXKeET ObITh OoJiee
WHTEHCUBHOM.

Tabnuua 9.

Yacrora quHamuveckoro oocienoBanus 60bHbIX DT (ypoBeHs jokazarenbHocTH D)

HccnenoBanue HepI/IOIlI/ILIHOCTB MOHHTOPHHI'A

OO6wmmii (KMMHUYECKHit) aHamu3 KpoBu | Ha MOMEHT ycTaHOBIIEHUS UarHo3a, 3ateM He pexe 1
pa3BepHYTHIN pasa B TpM Mecsla MM Yalle B COOTBETCTBUH C YPOBHEM
TPOMOOLIUTOB

buoxumuueckue nokasarenu
(6wmupyoun, ACT, AJIT, JIIL,
MOueBasi KMCJI0Ta)

Ha MoMeHT ycTaHOBNIeHUs AMArHo3a, 3aTtem He pexe 1
pasza B TpU MecsLa NpU LUTOPELYKTUBHOM Tepanuu

Koarynorpamma Ha MOMeHT ycTaHOBJIEHHS AMarHo3a, Npu HaJIuuuK

(AITITB, TB, MHO, ¢ubpunoren) TpoMOO30B U Teparuu aHTUKoaryJissHTaMu pa3 B 1-3
Mecsia

V3MU 6proiHoii mosiocTu ¢

orpeJieJieHUeM pa3MepoB MeueHH, Ha MOMeHT ycTaHOBJIEHHSs iMarHo3a, 3aTeM He pexe 1

Celle3eHKH, OLIEHKOM MOPTaJIbHOTO pasa B rof

KpPOBOTOKA

CTepHaJ'[BHaH MYHKIHA € MOACUETOM
MUEJIOTpaMMbl U HUTOT€HETUYCCKUM HpI/I YCTaHOBJICHWU JUAarHo3a, aajaee rnpu noaBJICHUU

uccleI0BaHUEM NPU3HAKOB, CBUIETELCTBYIOIMX O MPOrpecCUpOBaHUN
TpenanoGuomnCcUs KOCTHOTO Mo3ra ¢ 3abosieBaHus (aHEMMs, pa3BUTHE JTIEHKOLMTO3a, CIBUTa
I'MCTOJIOTMYECKUM MCCIIEJOBAHUEM U | BJIEBO B JIEHKOLMTApHOW (opMyie, MOBBILIEHUE YPOBHS
TMCTOJIOTMYECKOW OLEHKOM CTENEHU ceiBopoTouHoro JIJII', mosiBiieHue criieHOMerajium).
¢ubpoza

Tabnuua 10.

Kputepun KianHIKOTEMaToI0rn4eckoro oreera npu Jeuennu DT [69].

OTtBer Kpurepuu otBera
[TonHblii oTBET 1 TpomGowwtsl <400x 10 /n
(coxpanenne orsera B 2 HeT cMMNTOMOB, OMOCPEIOBAHHBIX 3a00eBaHUEM (MUKPOCOCYIUCThIC

TeueHne 12 Hemens)
HapyLIeHus, 3y, TOJIOBHast 00JIb)

3 Hopmanbheie pazmepsl cenesenku (Y3U/KT/MPT)
4 Jleiikountsl <10x 10° /n

KoHcraTauus nosnHoi peMuccuy BO3MOXKHA TOJIBKO MPU HAJIMYKU BCEX D KPUTEPUEB.

YacTHUuHbIN OTBET ITaLueHTsl, KTO He COOTBETCTBYCT KPUTCPUAM IOJITHOI'O OTBETA
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(coxpanenne orsera B 1 TpomGowwtel <600x 10° /1 unu cHmkenne Gonee 50%0T HCXOTHOTO
TeueHne 12 Hemens)

YPOBHSI.
Her otBeta JIto60ii 0TBET, KOTOPBIH HE YAOBJIETBOPSIET KPUTEPHUAM YACTHIHOTO OTBETA.

Het nocToBepHBIX peKOMEHIAlMi TO KOHTPOJIKO MOJEKYJSIPHOro oTBeTa (KayecTBEHHBIH,
KOJIMYECTBEHHBINM MOJIEKyIApHbIi aHanu3 Ha JAK2V617F).

HccnepoBaHne KOCTHOMO3rOBOIO KPOBETBOPEHMS LeNecOo00pa3sHO MPOBOAWUTH TOJIBKO MpHU
OLIeHKe TpaHchopMaLuu B MUeI0pHOpO3.

TPAHC®OPMALIUS UIT U 5T B MUEJIO®UBPO3

Knunudecku tpanchopmauus B M®P maHudecTupyeTcs CHUKEHHMEM MOKaszaTeneil KpoBU
(4acTo — aHeMusl), MOSIBJICHUEM <IEBOTO CABMIa» IPaHYJOLMTAPHOTO POCTKA U APUTPOKAPUOLIUTOB B
reMorpamMme, yBEJIMYEHHUEM CeJe3€HKHM, 4YTO OOYCJIOBJIEHO TMOSABIEHHEM OJKCTpaMeayJIsipHOrOo
MUENomnod3a.

Mopdonoruyeckd, 0e3yclOBHO, MNPUCYTCTBYET CXOACTBO  MOCT-MOJUMLIUTEMHUUYECKOTO
muenopubposa u  mepBuyHoro  Muenodudbpoza. K  OTAMUMTENBbHBIM  MpU3HAKaM  MOCT-
NOJIMIUTEMHUYECKOoro Muenodudpoza B OTIMUYME OT TMEPBUYHOTO MHeI0(pHOpo3a cleayeT OTHECTH
peakocTb  (OPMHUPOBAaHUS  MIOTHBIX  KJIACTEPOB  MErakapuolMTOB, OTCYTCTBHE  YPOJJIMBBIX
TUMIEPXPOMHBIX/aTUMTUUHBIX  (OPM, M TUIMEPCETMEHTALMIO sJiep TNPEUMYIIECTBEHHO pPa3pO3HEHHO
pacmoyIOKEHHbIX MErakapuoOLUUTOB CpeAd PEeTHKYJIMHOBOM M KoJulareHoBoil cTpombl. Knetku ¢
HApYUICHUSAMU  SJICPHO-IIUTOIIA3MATUYECKOTO  COOTHOLICHUS €  KPYMHBIMU  TUIEPXPOMHBIMU
rUnoso0ySIpHBIMU siipamMu (¢ He3pelsiolh MOp(OJIoTrHeii) HEeMHOTOYHCIICHHBI.

[Tpu Hanuuuu B reMorpamMme Ui muenorpamme 6osee 20%kneTok ¢ 6;1acTHO Mopdooruei
auarHoctupyetcs O6nactHas ¢asa. [Ipu Hanuumu B remorpamme 6onee 10% GnacTHbIX KieTok - ¢asza
akcenepaiuu [88].

K nporpeccun/tpancpopmanun  UIT cneayer otHocuth nosiBieHre MJIC-monoGHBIX
Mopdosornyeckux Mpu3HakoB (BO3MOXHa TpaHcdopmalus B MHEIOAUCIIIACTUYCCKUI CHHIPOM),
nosipiieHue Heltpoduieza (Mo TUMY XPOHMUYECKOTO HEHTPOPHUIBLHOrO JieliKo3a), BBIPAKEHHOTO
monouuto3a ¥ MJIC/MI13-noa06HbIx npusHakos (o Tuny XMMJI) [89].

MexnyHnaponHoii padoueit rpynnoii IWG-MRT pa3pabotaHbl KpUTepuu JJisi yCTaHOBIICHUS
nquarHo3a noct-UIT M@, noct-OT M®. JlaHHble KpUTepuH jiexaT B ocHoBe kiaccudukanuun BO3 2008

[90].
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Obs3amenvHble Kpumepuu:

1. TlepBuuHo auarHocTupoBaHHas coryacHo kputepusim BO3 2008 OT unu UIT.

2.  ©®ubpo3 koctHOro Mo3ra 2-3 (oueHka no mkane 0-3)unu 3-4 (uenka no mkane 0-4)

Jononnumenvrvie kpumepuu:

1. AHeMmus UM CHWKEHHE YpOBHs remMoriobuna >20r/i.

2. JleiikosputpobiiacTuieckas KapTuHa nepudepruieckoil KposH.

3.  VBenuueHue pa3MepoB celie3eHkM (manbnupyemasi celieseHka Oojiee 5 cM OT Kpas
pebepHoii 1yru) Uiy TOsBJICHUE CIIJICHOMETaJHH.

4.  TlobimieHnue ypoBHs JIZII" CbIBOPOTKH KPOBH.

5. [TlosBneHue cUMNTOMOB OIyX0JE€BON MHTOKCHMKaLUMU: noTepss >10% Beca 3a 6 mecsLeB,
HOYHas MOTJIUBOCTh, HEOOBICHUMAs TUXOpaaKa (>37,§C).

s nocraHoBku auarHo3a mnocT-MII M® uam noct-OT M® HeoOxoaumo Hanuuue 2

00s13aTeJIbHBIX H, KaK MUHUMYM, 2 JOINOJIHUTEJIbHBIX KPUTCPUCB.

ITpu nosiBnenuun tpanchopmanuu B noct-MI1, nocr-OT M@, TakTKa BelleHUs Takas ke, Kak

nipu [IM®.
IMepBuunbiii Muenodpuopos (MKb X — D47.1).

Kinnuyeckasi XapakTepHCTHKA.

[lepBuunblii  muenopudpos ([IM®, xpoHuyeckwii uaMonaTtuueckuii  mMuenoduopos,
arHoreHHass ~ MUeJIOMJHas  MeTaIulasus,  MHUEIOCKIEpOo3 ¢ MMEIIOMAHOM  MeTaruiasuei,
cyOnelikeMMYeCKUi MUEN03, XPOHUUECKUH TPaHyJI0LHUTapHO-MerakapuoLUUTapHBI MUENI03) BOSHUKAET
de novo, xapakTepusyercs KJIOHAJILHOM mposudepauneil CTBONOBBIX KIETOK, aHOMAalbHON
JKCMpeccueil LMTOKMHOB, (HUOPO30M KOCTHOrO MO3ra, renaro-cluleHOMerajiueid Kak clieCTBHe
OKCTPaMeIyJUIIPHOrO ~ IeMOI033a, CHMITOMAMM  OMYXOJEBOM  MHTOKCUKALMM,  KaXeKCuew,
JeUKOApUTPOOIACTO30M B mepudepudeckoil KpoBH, JIEHKEeMUYECKOW Mporpeccueil, HeBBICOKOU
BBIKHMBAEMOCTBIO.

Kinunnueckas xaptuHa npu [IM®  xapakrepuszyercss MHOroodpasueM NpOsIBICHUM.
HauanbHblii nepuon 0oJsie3HM y OOJIBIIMHCTBA MAaLMEHTOB MOXET NPOTEKaTb OECCHUMITOMHO Ha
npoTsbkeHun pana net. Hepenko mnpusHaku 3a0osieBaHMs OOHApy)KMBAKOTCS HEOXKUIAHHO IPU
BBIMOJHEHUM KIMHUYECKOrO aHajlu3a KpPOBM Ha MNPO(UIAKTUYECKOM OCMOTpPE WIJIM [0 MOBOIY
comyrcTBytoulei marosoruu. Knunuueckue mnposeieHus [IM® He MMEOT NaTOrHOMOHMYHBIX

CUMIITOMOB U CKJIaJIbIBAIOTCS U3 HECKOJIBKHMX cuHapomoB [91, 92, 93]:
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. CUHJAPOM  OMYXOJEBOW  MHTOKCHKALMKW — [porpeccupyomas  ciaabocTb  He
COOTBETCTBYIOIIAsi CTENIEHU aHEMUH, CHUKEHHUE alleTuTa, MoTeps Beca, NOTIMBOCTh, cyOdedpunbHas
Temneparypa, Oo0JiM B KOCTAX, CYCTaBax, 3yJ KOXH, YXYALIEHHE TEUeHUs COMYTCTBYIOLINX
3a00JI€EBAHUI;

. CUHJIPOM OMYXOJIEBOM mponudepannu — 001 U YyBCTBO TAKECTU B JIEBOM Noapedepbe,
CBSI3aHHOE C YBEJIMYEHUEM CEeJIe3€HKH, rernaTomeranus, Mpu AJUTEIbHOM TeUeHUM 3abosieBaHUs Y
0O0JIbHBIX MOTYT TaKXe pa3BMBATbCSl O4Yark SKCTpamMeryJUIIpHOrO KPOBETBOPEHMS B APYrMX OpraHax
(mamdatnyeckue y3ibl, Jerkue, riespa, OproluHa, CIMHHONW U TOJIOBHOM MO3T, KOXKa, MSTKUE TKaH!
KOHEUHOCTel), 00yCIIOBIMBas KIIMHUYECKHE NPOSIBIICHUS, CBA3aHHbIE C MOPaKEHUEM 3THUX OPTaHoB;

. aHEeMUYeCKUi CUHApPOM — oOwias cnabocTh, OJbILIKA, CHUXKEHHWE TOJEPAaHTHOCTH K
¢u3nyeckoil Harpyske, 6JIEAHOCTb KOXKH M CIHU3UCTBIX, TAXUKAPAUS, TMIIOTOHUS, YXYyILIEHUE TeUeHUs
CepJeYHO-COCYAUCTBIX 3a00JIeBaHUil;

. TPOMOOTHYECKHE OCIIOKHEHUSI — TPOMOO3bl U TPOMOO3IMOOJIUM COCYJOB Pa3IUUHBIX
OpraHoB M TKaHel, TpoMOo(paeOuTs nepudeprueckrx cocyqoB, MHPAPKT MHOKapaa, HapylleHHs
MO3rOBOro KpoBOOOpalleHusi, KOTopble Mpu OeccMMNTOMHOM TeueHuu [IM®, cinyxaT moBoaom K
o0cJeI0BaHMIO U yCTaHOBJIEGHUIO ArarHo3a [IM®;

. CUHJIPOM HMHQEKUUOHHBIX OCIOXHEHUH — pa3BUTHE OMMOPTYHUCTHUYECKHX MU Oolee
TsKeJI0e TeUeHUe 0ObIYHBIX MHPEKLMOHHbBIX 3a00/1€BaHUIA;

. reMopparu4eckiii CMHAPOM — KpPOBOTOUMBOCTH MMPU MHUHUMAJbHBIX TpaBMax WM
CTIOHTaHHbIE TMEeTeXUalbHbIEe WM CUHSIYKOBBIE KPOBOM3JIMAHUA, MPUUYMHAMH KPOBOTOUYMBOCTH MOTYT
TpomOouuTONeHus Ha ¢GoHe (uOpo3a KOCTHOrO Mo3ra, rMNEepTpOMOOLMTO3 M BTOPUYHBIA AeduuuT
¢aktopa Bunnebpanpa, koarynonatusi BCIEACTBUE HapyuleHUS (QYHKUMM MEYeHU U pa3BUTHSA
MOPTaNbHOUN TMIEPTEH3UY;

. KJIMHUYECKUE MpPOsBIEHUs, OOYCJOBJIEHHbIE KOMIIPECCMEH OpraHoB, 3a CyeT
BbIPa’KEHHOH CIIGHOMErajiuu, rernaroMerainy;

. ropTajibHasi TUMepTeH3Ms (BBLACISAIOT CIEIYIOIIMe MPUYMHBI MEYCHOUYHBIX OJIOKOB!
NPEeCUHYCOUAAIbHBIH TPOMOOTHUECKMIT OJIOK; CHHYcOMJalbHas OOCTPYKLMS, MOCTCUHYCOWAANbHbIN

610k 1o Tuny cunapoma banna-Kuapn).
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IInan o6cneqoBanns 00abHBIX NpH AuardHoctuke [IM®.
Obs3amenvHbie UCCIE008AHUA.

Knunuueckue uccrienoBanusi.

. CoOop anamHe3a, (GU3MKaIbHBIH OCMOTP (OCMOTpP KOXM HW)KHUX KOHEYHOCTEH
(murmeHTanus, TpodUUECcKre paccTpOMCTBa, OTEKH, FeMOPpPAruu), najibnaius MeueH U CeNIe3eHKH).

. OueHka COCTOSTHUS JIETKUX, CepAlia KeJlyI0UHO-KUIIEYHOTO TPaKTa, MOoYeK Mo JaHHBIM
(uzuKanpHOTO 00CIeI0BAHMS.

. OreHka cepaeyHO-CoCyaUCThIX (akTopoB puicka (KypeHue, caxapHblii jaualer,
apTepuasbHas TUIIepTEeH3Msl, THIIEPXO0JIECTEPUHEMHUSI, OKUPEHHUE)

JlaGopaTopHbie UcclieJOBaHUSI.

. Knunnyeckuit aHanu3 kpoBu ¢ AuddepeHUManbHBIM TMOJACYETOM KIETOK KPOBH C
UCTIOJIb30BAaHUEM aBTOMATUYECKOTo aHaiuzaropa (FeMaTOKpPHUT, MOJCUET YHUClia PETHKYJIOLUTOB,
TPOMOOIIMTOB, CPEHUX 3HAYCHUI SpUTporuTapHbIX MHAEKCOB (MCV — cpennuii o0bem sputponumra,
MCH — cpennee conepxaHue remorioouHa B spurpounte, RDW — mumpuna pacnpeneneHus
APUTPOLIMTOB MO 00BbEMY)); HccleoBaHKE MOP(OIOrHH IPUTPOLIMTOB, TPOMOOIIUTOB, HEUTPODUIIOB;
COD.

o buoxumuueckuii aHanu3 kpou (o6mmi Omnupyoun, ACT, AJIT, JIAI', moueras
KUCJIOTa, MOYEBHHA, KPeaTUHHH, 001Imii 6enok, ansoymuH, JIJII', menounas gocdarasa).

. Koarynorpamma (nporpom6unoBsiit nnaexc, MHO, ¢pudpunoren, AIITB, TpomGrHoBOE
BpeMms).

. Mapxkepsl renatuta B (HBSAQ), IgGantutena k Bupycy renaruta C, peakuus
Baccepmana, BUY Tunos 1,2.

. MouekyJIsipHO-TeHETUYeCKOe HcClieioBaHue mepudepudeckoil KpoBu (KauecTBEHHasl
[P na Hanuuue mytaiun JAK2 V617F).

. TpenaHoOMOMNCUsT KOCTHOTO MO3ra C TMCTOJIOTMYECKOM OLIEHKOW M TMCTOXMMHYECKUM
MCClIeJIOBAaHUEM JJISl BBISIBICHUS] PETUKYJIMHOBBIX U KOJIIAr€HOBBIX BOJIOKOH.

. [{uTronoruyeckoe uccie0BaHue acnupaTa KOCTHOTO MO3ra.

. CraHgapTHOE IMTOTeHETHUECKOe HCClieJOBaHUEe KPOBU/KOCTHOTO MO3Ta.

HNHcTpymeHTanbHble METOBI.

V3U 6proiHo# MoJ0CTH € OnpeieJieHUeM pa3MepoB MeUeHH, CeIe3eHKH, TuaMeTpa BOPOTHOM

BCHBI
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Hccneoosarnus npu Hanuyuu nokazanui.
. HccnenoBanne odbmeHa jxenesa ((eppuTHH CHIBOPOTKH, CHIBOPOTOYHOE Keje30, oolast

JKENe30CB3bIBAIOIIAs CTIOCOOHOCTD, HACKILIEHHE TpaHCcheppuHa xeae3oMm). Bemyuae anemun.

. VYpoBeHb 3pUTPONOITHHA CBIBOPOTKU KPOBHU. B cityuae anemuu.

. O6umii ananu3 mouu (0OpaTUTh BHUMaHHWE Ha HalMYME YpPaToB, JEHKOLMUTYPHIO,
0aKkTepuypHIo).

. MounekyaspHO-TeHeTU4YeCKOe MccleloBaHue nepudepuueckoil KpoBU: ONpelelieHue

ayienbHOM Harpysku myTtantHoro JAK2 V617F u «aukoro» tunoB JAK2 rena meromom real-time
[TLIP. ITpy HanmU4YuK COOTBETCTBYIONIEH BOZMOKHOCTH.

. Mapkepbl HacneacTBeHHOH TpombGodunuu. I[lpu Hanuuuu TpomOGo3oB. Ecnu ecTh
BO3MOXHOCTb BBIIOJHUTD AaHHOE HCCIIeJ0BaHHE.

. Koarynorpamma pasepaytas (antutpom6us Ill, dakrop VI, nporenn C, npoteun S,
D-numep, arperanus TpombouutoB ¢ AJI®, arperauys TPOMOOLMTOB € PHUCTOMHIIMHOM),
romouuctenH. Ilpu Hanuuuu Tpom6o30B. Ilpy HanmMuuMM BO3MOKHOCTH BBINOJHUTH JaHHOE
ucclieloBaHue.

. MPT OprowHo# nosoctu ¢ onpeaeneHuemM odbema ceneseHku. [Ipu octpom GoseBom
CUHJpOME B JIeBOM nojpedepbe, Npu MOA03PEHUU Ha MHGAPKT CeNe3eHKH, NMpU TpomMOo3e B cUCTEME
nopTayibHbIX BeH. Eciii ecTb BO3BMOKHOCTb BBINIOJHUTh JAHHOE MCC/Ie10BaHUE.

. ®ubposszodaroracTpockonusi ¢ OLEHKOW BeH mnumeBoaa. Komonockomus. ([ns
UCKITFOUSHMSI HAJIM4Msl BAPMKO3ZHOTO paclIMpeHHs BeH, KaK MPOsIBICHUS MOPTAJIbHOW TUIEPTEH3HN).

. V3U (nonmieporpadusi) opraHoB OPrOIIHOMN MOJIOCTH, COCYJIOB MOPTaIBLHON CUCTEMBI,

apTepui nouex.

Juarnocruyeckue kpurepuu [IM®.

CornacHo knaccudukanun BO3 2008, nuarto3 [IM® ocHOBaH Ha COYETaHUU KIMHUYECKHX,
MOp(}oIOruYecKnx, MOJEKYIAPHBIX, IUTOTEHETUYECKUX XapaKTepUCTUK [44].

Bonvwue kpumepuu:

1. [Ilpomudepauus u atunus* MerakaprolMTOB, COUETAIOIUECS C PETUKYIMHOBBIM /WK
KOJIJIareHOBBIM (hUOPO30M KOCTHOT'O MO3Ta,;

Npy OTCYTCTBUM BBIPAKEHHOTO PETHKYJIMHOBOTO (uOpo3a — MOBBIMICHHAs KJIETOYHOCTh
KOCTHOTO MoO3ra ¢ Tpojudepanueil KIeTOK IpaHyJOLUMTApHOTO psla W YTHETEHHEM SPUTPOIo3a

(mpepubpo3nas knerouHas ¢paza [IMD).
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2.  Orcyrcreue  kpurepues MIT**, BCR/ABLL1+XMII***,  MJIC*** wnu apyrux
MUenonponndepaTUBHbIX 3a001€BaHUN.

3. Hammume myraumii JAK2V617F, MPLWS15Lunu MPLW515K, CALR, a npu ux
OTCYTCTBUM — HCKJIIOYEHHE peakTUBHOro ¢(ubpo3a (MHPeKInHu, ayTOMMMYHHbIE 3a00JeBaHus,
XpOHHMYECKOE  BOCMaJeHHe, BOJIOCATOKJIETOUHbIH  Jeiko3, npyrue aumdonpoaudepaTuBHbie
3a00JIeBaHMs, METACTa3bl COMIHBIX OMyXO0Jel, TOKCHUECKHE MUEIIONATHH)*****,
Manwvie kpumepuu:

1. Jleiikospurpo6aacrtos.
IToBbllenue akTuBHocTH JIJII.

2
3.  AHeMmus.
4

HanLanyeMaﬂ CCJIC3CHKa.

Z[J'[H rmoctaHoBKU guardo3a [IM® HeoOXoaumo HallMuve BCEX TpeEX O0ONBIINX M JABYX MalJlbIX

KpUTEPUEB.

*OT MaJbIX 10 KPYMHBIX MErakapuoLUTOB ¢ He3peoil Mopdoorueil — HapyLIEHHBIM s11epHO-
LUTOIIa3MaTUYECKUM COOTHOILIEHUEM, aTUMUYHBIMU TMIEPXPOMHBIMU
TUNOI00YISIPHBIMU/YPOANIMBBIMHU SIAPAMHU, ¢ GOPMUPOBAHNEM PBIXJIBIX U IIOTHBIX KJIACTEPOB.

** Hckmouenne MIT ocHOBaHO Ha ypoBHsX reMorjoouHa M remartokpura. OmpeneneHue
Macchl LUPKYJIUPYIOIIUX 9PUTPOLIUTOB HE TpeOyeTCs.

*** Her BCR-ABL1.

***% Het AM33pUTpONOd3a U AUCTPaHyII0No33a.

**xx% TlauueHTsl ¢ 3a007eBaHUSIMH, IPUBOASIIMMU K peaKTUBHOMY MUenopubdo3y.

Knaccupuxauus IIMOD.

B knunuueckom Teuenun [IM® Boigenstor gBe  ¢asbl, OTpaXkarouiye CTeneHb
nporpeccupoBanus 3a0osieBaHus: xponuueckyio ¢gazy (X®@) u TepmuHanbHYr ¢azy OJacTHOM
TpaHchopMauuu uinu oracmuyio gaszy (bD).

Xponuueckas pasza sBnsercs HadanbHOU cTaaueid [IM® u auarHocTupyercs y O0OJbIIMHCTBA
(6onee 90%) BnepBbie BBIBIECHHBIX OOJBHBIX. Hanbonee XapakTepHbIMH TPU3HAKAMH SIBIISIFOTCS
U3MEHEHMs] KJIMHMYECKOro aHaiu3a KpoBU  (JIeWKOIpUTpOOsAcTO3, TOCTENEeHHbI CABUT B

HEUTPOPUILHOM U SPUTPOUIHOM psily A0 MOJOAbIX (GOpM € HanM4yheM MPOMEKYTOUHBIX (GOopM
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CO3pEeBaHMs), YBEJIMUYCHHE pa3MEepOB TMEUSHW U CeJIe3eHKH, HaJIM4Me CUMITOMOB OIYXOJICBOM
MHTOKCHUKAIMU (JTMXOopajika, moteps Beca, mpoQy3Hble HOYHBIE MOTHI).
bnacmuas ¢haza siBasercs TepMUHATLHON CTaAKMel pa3BUTHS MATOJOTHUECKOTO Mpolecca npu
[IM®. [Tnarnoctuueckum kputeprieM b® [IM® sapnsercs Hanuuue B nepudepruueckoil KpoBU WM B
KOCTHOM Mo3re > 20%01aCTHBIX KJIETOK.
Craauu [IM®.

Mopdonorudecku BbIICISIOT Tpe-QUOpO3HYIO/paHHIOW CcTaauio U (GUOPO3HYIO CTaaHI0
3aboneBanusi.  JluddepeHuuanbHas — AMArHOCTHKA — JOJDKHA — TPOBOJUTBCS  HAa  OCHOBAaHUU
TMCTOJIOTMYECKOT0  HCCleIoBaHMUs TpenmaHoOuomnTara KocTHOro Mosra. TpaHcdopmauus mpe-
¢ubposHoii/panneit ctaguu B (uOpo3Hyto otMmeuaercs B 65% Habmonenuii B Teuenue 4,2 e,
TpaHcopMauusi B OCTpbId Jneiiko3 oTmeuaercss B 5-30% Habmogenuit. Bmecte ¢ Tem, mnpe-
¢bubposnas/pannss cragus [IM® moxer coxpaHsThesi 0e3 mporpeccud B (GpUOPO3HYH CTajui B
teuenue 10u Gonee ner.

HDe-d)I/I6D03Ha$I/DaHH$IH CTaaud XapaKTEpU3YETCA THUICPKICTOYHOCTBIO KOCTHOI'O MoO3ra ¢

paciIMpeHreM TpaHyJIOLUTapHOro pocTKa, Mpoudepaleil MerakapuoLUTapHOro poCTKa ¢ aTUNKeH
rucroronorpaguu U CTPYKTYpbl MErakapuoLUTOB, OTCYTCTBUEM MJIM MUHUMAJbHBIM PETHKYJIMHOBBIM
¢udpo3om (o Esporneiickoii cucreme rpagaunn MF-0, MF-1). Ilpe-¢ubposnas/pannss cragus [IM®
OTBEYaeT OCHOBHBIM KpHTepHsiM Kiaccudukaiuu BO3, Ho neiikospurpobrnactos, cruileHoMeranus u
aHeMMUs Yallle BCero OTCYTCTBYIOT. B KIIMHMUECKO# MpakTHKe MOsBJIEHHE aHEMHH, MOBBILIEHHOE YKcia
JIEHKOLMTOB WIIM TOBBILIEHHE YPOBHs chiBOpoTo4yHOro JIJII' MOMKHO HACTOPOXKHMTH KIMHULMCTA U
3aCTaBUTh EPECMOTPETh AUArHO3.

Ha srane ¢guOpo3HOW cTagiuu KJIMHUYECKas KapTUHa XapaKTepu3yeTcsl CIJIeHOMerajuet,

aHemueil, nosbilieHueM ypoBHs JIJI', neilikosputpobiacTto3om B remorpamme, KarnjaeBUIHBIMU
sputpounTamMu. Mopdonornueckn ¢uOpozHas (¢daza XapaKTepusyeTcs PeTUKYJIMHOBBIM  WJIH
KOJUIareHOBBbIM (PUOPO30M KOCTHOIO MO3ra MM OCTEOCKIEPO30M, pelyKLHUEH 3pUTPOUIHOIO POCTKA,
BBIPAJKEHOMN aTUIHUEN DJIEMEHTOB METaKapUOLUTO0I3a.

@ubposHas ctaaus nepBUUHOro mMuenodgudbpoza u mMuenodudpPo3, BOHUKIIMI B pe3yibTare
Tpancpopmauuu UIT u OT, xapaktepusytoTcss KIMHUYECKUMU MPOSBICHUAMM - CIUIEHOMeErajauen c
(dbopMUpOBaHMEM  SKCTpaMely/IAPHOrO TeMOMos3a C COOTBETCTBYIOLIMMHM  KOCTHOMO3TOBOMY
MOPa’KEHUIO MTPU3HAKAMU aTUITUU METaKapUOLUTOB.

Knunuueckue npusHaku 3a0oieBaHus HecrneUUUUHBI — HANpUMep, CIIEHOMEralus, aHeMHus,

MOTYT OBITh 06YCJ'IOBJ'ICHH J'[I/IM(I)OMOI\/'1 CCJIC3CHKU C TIOpaXCHHUEM KOCTHOIo Mo3ra. HOC—)TOMy
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I'MCTOJOrMYECKOEe HCCIIeIoOBAHME KOCTHOrO MO3ra BBEIEHO B OOJbLIME KPUTEPUM JUArHOCTHKH
nepBuyHOro muenoduodbposa B knaccudpukauuu BO3 2008

Muenopubpo3 MOKET BO3ZHUKHYTh B pe3yibTare TpaHCPOpMalMi UCTUHHOW MOJTULMTEMUH U
dCCeHLUaNbHON TpoMOouuTemMun. Takum o0paszoMm, cieayeT pasivuyaTh MEepBUYHBIN Mueaohudpos,
muenohudpo3, BO3HUKIIMI B pe3ynbTare nporpeccun/tpancdopmanuu UIT/IT u mopdonoruueckuii
TEPMUH «MHeT0PUOPO3».

Mopdonoruueckuit TepMUH «MUen0hUOpo3» Xapakrepuzyet GuOpo3 CTPOMbI KOCTHOIO MO3ra
C BBITECHEHMEM »JJIEMEHTOB TI€MOI033a, BCTpeYaeTcs MpH MeETacTaTU4eckoM U JIMM(POMHOM
MOpPaXXEHUAX  KOCTHOTO  MO3ra, OCTpbIX  JieliKo3aX, MHENOJMCIIACTUYeCKUX  CUHJIpOMaX,
MUenoaucIiacTuueckux/muenonponupepatuBHpix  3a0osneBanusix  (MJIC/MII3),  xpoHudeckom
muenoneiikoze BCR-ABL1+, BonocatokineTrouyHoM Jeiiko3e. Cpead HEOMyXOJIEBOW MaToJoruu
mMuenoudbpo3 B KOCTHOM MO3re MOXKET BCTpedaTbCsi MpU  MHMEKUHMOHHBIX W ayTOMMMYHHBIX
3a00JIeBaHUAX, Ha TMO3JHUX STamax HeKpo3a KOCTHOIO MO3ra pa3jM4yHOi ATHOJOTMM BCIEACTBHUE
¢ubpoructTiouuTapHoii nponudepauund ¢ 3amelieHueM (UOPO3HON TKaHBIO HEKPOTU3UPOBAHHOTO
KOCTHOTO MO3ra, WM BBIABISIETCS MPU TMOBTOPHOW TpPENmaHOOMONCUM M3 DTOTO e ydyacTka
noJB3JoiHoi Koctu. llpu nuddepeHunanbHOM AMArHOCTUKE creayeT MPUHUMATh BO BHUMaHHUe
BO3MOXHOCTb MHena0(puOpoza peakTuBHON mnpupoasl npu Tepanuu G-CSF, ¢ pacumpenuem u
OMOJIOKEHHEM TPaHyJIOLUUTApPHOTO POCTKA, YCUJIEHWEM PETHKYJIMHOBOro Kapkaca cTpombl. Kak u BO
BCEX ClydyasX JMArHOCTHKH MHeIonposindepaTuBHBIX 3a00jieBaHUM, HEOOXOIUM TIIATENbHBI cOop
KJIMHUKO-aHAMHECTHYECKHX, Ta00paTOpHBIX TaHHBIX.

IIpornos.

[TponomkurenbHOCTh KU3HU 007bHBIX [IM® Ha 31% MeHble, yeM B MOMYJSLUU Y JTHOAEH
TOro e mnoja W Bo3pacta. CpelHsas NPOAOJDKUTENBHOCTh JKM3HU cOCTaBigeT 5 jer, XoTs Ooiee
MOJIOJIbIe MAIMEeHThl MOTYT XUTh nojbine [94, 95]. [lpu anamuze Boidopku w3 315 Gonpubix [IM®
npoxoauBlInX obOcienoBaHue u yeueHne B PocHUMI'T menmana mnpomosKMTENBHOCTH KM3HM OT
MOMEHTA yCTaHOBJICHUS TUarHo3a coctapuna 7,6ner [96].

Jlns ompeneneHus TaKTUKM Tepamnuu, HeoO0XoAWMa TOYHas OLEHKa WHAWBUAYAIbHOTO
nporHos3a nauueHTta. Jlo HeaaBHero BpeMeHM HauOoJiee HIMPOKO HMCMOJIb3YeMON MPOTrHOCTUYECKOM
cuctemMoii 6buta cucrema Lille [97]. IlanHas mikana BKJIOYAET OLEHKY aHEMHH U YKCJIa JIGWKOLIMTOB B
KayecTBe MEPEMEHHBIX U MO3BOJISIET OTHECTH MALIMEHTOB B TPYMIbI PUCKA C Pa3IUYHON MeauaHoin
BbDKMBaeMocTH. Kpome Toro paHHas 1ikanma Oojiee TOYHO TMpeAcKasblBaeT PUCK CMEpPTH B

NOCTTpAHCIINIAHTAlITUOHHOM IIEPUOJIEC.
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B 2002 F.Cervantes et almpemnoxunu Meoicoynapoonyio wikany oyeHnku npocHO3A
(International Prognostic Scoring System, IPSS) [98]. Jlannas mkana ciyWT JUis ONpeaesieHHs
NpPOrHO3a Ha MOMEHT IOCTAHOBKM JAuarHo3a. bbuiM BbIsSBIEHBI clieayrolue (akTopbl, AOCTOBEPHO
BIMSIOIIME HA BBDKMBAEMOCTb OOJIBHBIX: BO3pacT, YPOBEHb TIeMOrJ00MHA, MPOLEHT OJacToB B
nepudepuyeckoil KpoBM M HaJIW4YMe€ CHMIOTOMOB OIYXOJEeBOM HWHTOKcMKauuu. B cosnaHHOM
NPOrHOCTUYECKOM CUCTEME HCHOJb3yeTcs OajulbHas OLEHKA, TJe KaXJIOMy M3 TPU3HAKOB
npucBauBaeTcs Mo ogHomy Oamty (tabun. 8). Pa3jeneHHble MO KOJIMYECTBY MPOrHOCTHYECKUX OaslloB
rpymnmbl 00JIbHBIX CTATUCTUYECKH 3HAUUMO PA3JIMYaAOTCS 10 JUIMTEbHOCTH O0LLEei BbIXKMBAEMOCTH.
Tabnuua 11.

[Toxacuer pucka no cucreme crparudukanuu IPSS.

[Tpuznak KonuuectBo  GannoB mo  cucrteme
cTpatuduKauiu pucka

Bospact Gonee 65 net

Vposenb remoriobuna meree 100/n

YpoBeHb sieiikoutoB Gonee 25x107n

bracTsl B nepudepuueckoii kposu paBHo uiu 6oaee 1%

RPlRRe

Hanuuue cumnromoB OHYXOHGBOﬁ HUHTOKCHUKallUn

* 006anoB - HU3KHIA PUCK;

e 1 06ana - npoMexyTouHblii 1;

e 2 0anna —npomMexyTOuHbI 2;

3 6asia uam 6oJiee — BBICOKUH PHUCK.

B 201Q. F.Passamonti et aluctema IPSS6b11a MoMdHIIMPOBaHA C TIOMOIIBIO TPUCBOCHHMS
¢dakTopy ypoBHs remoriobuHa menee 10Qr/n aByx OayioB BMECTO OJHOTO M OIICHKH YPOBHS
TPOMOOIIMTOB MeHee 10x10%n B 1 Gamr. Takke Gblia H3MeHeHa Ki1accudukalys mno rpynmnam pucka
cooTBeTCTBeHHO Oayiam (Tabn. 9). Hoeas cuctema Dynamic IPSS (DIPSS) cnioco6Ha npejickasbiBaTh
puck TpaHchopmalu B 1000 MOMEHT MOJicyeTa, a He TOJIBKO MpH yCTaHOBJIeHWH nuarHosa [99, 100,
101].

Tabnuua 12.

[Toacuer pucka no cucreme crpatudukauuun DIPSS.

[Tpuznak KonuuectBo  GannoB mo  cucrteme
cTpatuduKauiy pucka

BospacTt Gonee 65 net

Yposenb remorioduHa Mmenee 100/

YpoBeHb JIeWKoOUUTOB 6oJiee 25x10/n

bractsl B nepudepuueckoii kposu paBHo uin 6oaee 1%

Hanuuue cumnToMoB OHYXOHGBOﬁ MHTOKCHKallUH

PR RPN -

Tpom6oumthl <1010/
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* 006anoB - HU3KHIA PUCK;

e 1-26anna - npoMexyTouHblii 1;

e 3 - 30amna — npoMexyTOUHBIH 2;

* 5 - 606am1a wiu 6oJjiee — BbICOKUI pHCK.

[locnenytommii  aHanM3  MHOTOLEHTPOBBIX  JaHHBIX — TOKasal, YTO  HE3aBUCHMBIM
MPOrHOCTUYECKMM (PaKTOPOM SBJIAIOTCS 3aBUCHUMOCTh OT TeMOTpaHCc(Qy3uid M IMTOreHeTHYecKHe
aHomayiuu (M30JMpoBaHHbIe HapymeHus +8, 7/7q, i(17q), inv(3), 5/5q, 12pm nepectpoiika 11023)
[102]. C yuerom ostux aanHeix N. Gangat et al.cucrema crparudukanuu Oblla JOMOJHEHA
XapaKTepUCTUKOW KapuOTHMAa U TpaHC(Py3UOHHBIM CTaTycoM W ampoOupoBaHa Ha 793 mauueHTax
(rabn. 10) [103].HoBas cuctema ctpaTudukannu, nojyuusiias HaumeHoBanue DIPSS+ nosBonuna
MPOrHO3UPOBATh HE TOJILKO OOLIYIO BEKMBAEMOCTh, HO U BpeMs J10 (a3bl 6;1acTHOM TpaHchopMaLnu.

Tabnuua 13.

[Toxcyer pucka o cucreme crparudukanyu DIPSS+.

[Tpuznak KonuuectBo  GannoB mo  cucrteme
cTpatuduKauiu pucka

Bo3spact Gonee 65 net

Vposenb remoriobuna meree 100/n

YpoBeHb eiikorutos 6osee 25x10/1

bracTsl B nepudepuueckoii kposu paBHo uiu 6oaee 1%

Hanuuue cumnromon OHYXOHGBOﬁ HUHTOKCHUKallun

TpomGouutsl <10k107/n

Heo0xoauMocTe nepenuBaHus 3pupOLUTOB

RiRR R R RN

He6naronpusrtHeiit kapuorun: +8,-7/7q-, (17q),inv(3), -
5/5Q-, 12p-nepectpoiiku 11923

* 006anoB - HU3KHIA PUCK;

e 106ann - npoMexyToUHbIi 1;

e 3 - 30amna — npoMexyTOUHBIH 2;

4 6anna unm 60s1ee — BBICOKMI pUCK.

Knaccudukauus no creneHu pucka cooTBeTCTBeHHO Oaiiam no cucremam IPSS, DIPSS,
DIPSS+npuseaeHa B NpUI0KEHUH.

HecMoTpst Ha TO, 4TO psiJi MOJISKYISIPHBIX MapkepoB (ayuienbHas Harpyska, JAK2V617F u
MYTaLMOHHBIN cTatyc EZH2) oka3piBatoT HeOMaronpusaTHOE BIMSHKUE HA MPOTHO3, AaHHbIE apaMeTpbl

HE BKJIIOUYEHBI B MPAKTUYECKYIO CUCTEMY OLleHKH TporHo3a [31, 104].
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Pexomvenoayuu (ypoBeHb OKazaTenbHOCTH B).

MexyHapoaHasi mikajia oueHkd nporHo3a IPSS nomkna ObITh MCMOJB30BaHA HA MOMEHT
NOCTAaHOBKM JuarHo3a, Torga kak DIPSS u DIPSS+ f{ipu Hanmuumm BO3MOXKHOCTH TPOBEACHHS
UTOTCHETUYECKOTO MCCIEOBAaHMsA) TPHU pecTaaupoBaHWM 3a00JeBaHNs, MPU NMPUHATHH PELICHUS O
cMeHe Tepanuu. OJHAKO e€clii Ha MOMEHT oOpalleHHus NalueHTa MPUCYTCTBYET MacCUBHas
CIUIEeHOMeranusi, TpOMOOLMTONEHHs, aHeMMs, MPUCYTCTBYET 3aBUCUMOCTb OT TreMOTpaHC]y3ui,
MPOrHO3 J0JKEH ObITh ONpe/IesieH ¢ UCToJIb30BaHueM mKanbl DIPSS.

[Tpu npunstum pewenus o amwno-TI'CK, nporHo3 3abosneBaHust 10JKeH ObITh OMpesiesieH ¢
ucnosb3oBaHueM wkansl DIPSS+.

[IporHoctuueckue cucremsl ¢ ucrnonbzoBanueM wkan |IPSS, DIPSS, DIPSS+icnonb3ytores
kak npu [IM®, tak u npu noct-2T u noct-UIT M.

Onpeaesenue TakTuku Tepanuu npu [IM®

Lenu mepanuu 6onvnvix IIM® (yposens doxazamenvrocmu D):

1. KoHTponb Gone3Hu: mnpeayrnpexjaeHue MNporpeccuu, yBeauueHue obuiel u Oe3peuuMBHOM
BbIKUBAEMOCTH.
2. OGieryeHne CHMINTOMATHKM: YJIyullIEHHE KauyecTBa >HM3HU (eueHHe aHeMHMHW U Jpyrou

LUTOTICHUH, yMEHbLICHHE CTIJICHOMETalIuK, KOHTPOJIb CHUMITOMOB HHTOKCHKALIMH).
3. [IpenynpexneHue 0ca0XKHEHUI B cilyyae 6EpEMEHHOCTH, XMPYPTrUUECKUX ONepaLuii.
Tepanusa X® [IM®, kak npaBuio, MPOBOJUTCA C MOMOILBIO JEKAPCTBEHHBIX MPENapaToB B
BUJIC LMTOPEIYKTUBHOW Tepanuu, UHTepPEepoOHOTepanuud WJIM UX COYETAaHHOro MpHUMeHeHus. B
OnacTHOW (paze neueHre MOKET MPOBOAMTHLCS MO MPOrpaMMam JIeYeHUs! OCTPbIX JIEMKO30B C y4eTOM
BO3pacTa U KOMOPOUJIHOCTHU OOJIbHBIX.
[locnie moaTBep:kAeHUA AMArHO3a W OMNpelesIeHUs NMporHoctuieckor rpynnsl [IM® nomxkHa
ObITb onpejie/ieHa TakTHKa creuuanbHoi Tepanuu. OCHOBHBIMM (paKTOpaMH, BIUSIOLIMMU Ha BBIOOP
BapUAHTA JICYEHUs, ABJISIFOTCS ClIEAYOLIME:
* rpynna pucka (mo cucremam IPSS, DIPSS, DIPSS+);
* HaJM4Me U CTENEHb BBIPAKEHHOCTH CUMIITOMOB 3a00J1€BaHuS;
* BO3pacT OOJIbHOTO;
* KOMOPOMJHOCTS;

* HaJlM4KMe COBMECTUMBIX 1o cucteMe HLA 10HOpPOB M BO3MOXHOCTB BBIMOJIHEHUS

anno-TI'CK.
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XapaKkTepHCTHKA U NIPHHIMIIBI BLIOOPAa METOa JIeYeHHUs
(ypoBeHs jmokazarenbHoctu C):

Huskuii u npomeacymounviii-1 puck (IPSS, DIPSS DIPSSt)

Kak npaBuio, 370 060jbHblE C HOPMajbHbIM WJIM HE3HAUUTENbHO CHHUXKEHHBIM YPOBHEM
reMorjo0rHa, yMepeHHbIM JIeHKOLMTO30M 0e3 OjacTeMuu, ¢ yMepeHHbIM (pUOPO30M KOCTHOrO MO3ra.
bonbhbie [IM® 570l rpynmnbl UMEIOT BEPOSTHOCTh AJUTENbHON BBIKMBAEMOCTH /-15 jneT u HU3KUM
puck TpaHchopmanuu 3abonesanus [98, 105] [IpumeHeHre arpecCHBHBIX METOJIOB JICYEHHUS Y TaKUX
OOJIbHBIX COMpPSKEHO ¢ OONBLUIMM PUCKOM MOOOUHBIX 3(PPEKTOB, YEM PHUCKM IPOrpeccupoBaHUs
3a0osieBanus. [Ipy OTCYTCTBUM CMMNTOMOB MHTOKCHKALMM M OCJOXKHEHHMH 4acTO ONpaBJaHO TOJbKO
JMHaMUuyeckoe HalJroIeHHe.

[Tpu BbIOOpE TakTUKM JeuyeHus: 00abHBIX MoJioxke 60 feT 6e3 BbipaKeHHOW COMyTCTBYIOLIEH
NaTojJOrMM B TEYEHHE OJHOro-AByX JeT OT JebroTa 3abojeBaHMs JAOJKHA ObITh 00CyXkaeHa
BO3MOXHOCTb npoBeaeHus anao-TI'CK.

Tepanuto  ciegyer  HauuMHaThb  MpU  MOSIBJIEHUM  CHUMIITOMOB,  OTPaHWYMBAIOLLIMUX
KU3HEAEATENbHOCTh MNauueHTta. [Ipu Hanuuuu nposiBaeHUid 3a0oseBaHMs MPOBOJMTCS Teparnus
CUMNTOMATUYECKUMHU CPEJICTBAMU. KOPPEKLUMS aHEMHH 3PUTPONOI3CTUMYJIUPYIOLMMU NpenapaTramu,
aH/IporeHaMH; KyNnupoBaHHE CHMIITOMOB OIMYXOJIEBOH MHTOKCHKALMK TJIIOKOKOpPTUKOMIAMU. BbICcTpo
nporpeccupyronias  CUMITOMaTHueckass  CruieHoMeranusi (c yrposoit  paspeiBa), Halu4ue
KOHCTUTYLIMOHAIBHBIX CUMOTOMOB, HE3(p(EKTUBHOCTb IMPOBOJUMON CUMITOMATHYECKOW Tepanuu
ABJIAIIOTCS TIOKAa3aHUAMM U1 IPOBEJCHHS LIMTOPEAYKTUBHOM Teparnuu.

B kauecTBe maroreHeTMYeCKMX CpeJCTB MOTYT ObITb PEKOMEHJOBaHbl MHruOuTOphl JAK2
(pykconutnnuO). VY mNalMEeHTOB ¢ HU3KOW rpymme pucka no mkaie |IPSS uaruburopsr JAK2 ne
nokaszaHbl. Y OOJbHBIX C MPOMEXKYTOUHOWH-1 rpynmoil pucka npepapaTbl JaHHOW TpyMIibl
(pykconuTHHMO) pEKOMEHJOBaHbl MNPU HAIWYUU CUMIITOMOB OITyXOJIEBOW HMHTOKCHKALMK HWIIN
NpOrpeccupyrolleil crjieHoMeraiuu B KadecTBE BTOPOW M MOCieAyrolleld JTUHUSA Tepanuu, T.e. Mpu
PE3UCTEHTHOCTH MM HE3((PEKTUBHOCTU CTaHJApTHOM  LMTOPEAYKTHMBHON  Tepanuu
(ruapokumMoveBHHa, HHTEPPEPOHbI) B TeueHHe 3-6 Mecsiiies.

IIpomescymounviii-2 u evicoxuit puck (IPSS, DIPSS, DIPSSt)

Kak npaBuio, 310 60JbHBIE C KIMHUYECKHW 3HAYMMON aHEeMHeid, BBICOKUM JIEHKOLIUTO30M CO
CABUIOM JI0 0OJacTOB, WMHOTAA C TPOMOOLMTOTEHUEH, BBIpA)KEHHBIM (UOPO30M KOCTHOTO MO3Ta,
Hepeako co crneuuduueckumu ais [IM® nonomkamu kapuoTuna. Y JaHHOW KaTeropuu OOJbHBIX B

Onwkaiiiye ropl MOXKeT MPOU30iTH OaacTHas TpaHchopMaLus.
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[Tpu BBIOOpE TakTHKU JiedeHUs 00JbHBIX MoJioxke 60 et 6e3 BhIpa)KeHHOU COMyTCTBYOIIEH
naToJiorMi B TeYeHHe OAHOro-IAByX JieT OT jJelrora 3aboseBaHust JOJKHA ObITh 0OCYXjaeHa
BO3MOXHOCTb npoBeaeHus auno-TI'CK.

IIpu HeBo3mMoOxkHOCTM mpoBefaeHus amio-TI'CK  Ha3zHavaeTcs UMTOpENyKTHBHAs U
cuMnToMaThuekas tepanus. B Bo3pacTHoil rpynne monoxe 60 jeT npeMMylecTBEHHO UCTOb3yeTcs
JieKapCcTBEHHas Tepanus ¢ BbIOOPOM MpenapaToB B COOTBETCTBUM € KJIMHUYECKUMM MPOSBIECHUSIM
3a00J1eBaHusl.

VY 6osbHbIX cTapuie 60 jeT OCHOBHOM Lieblo JIeUeHUs ABIsieTCs MOAJIepKAaHUEe KadecTBa
’KM3HU, NPOPUIAKTHKA U KyTHPOBAHUE OCJI0KHEHUH 3a00IeBaHusl.

OCHOBHOI MNepcreKTUBOI JajnbHEHIero yJaydlleHHUs pe3yJbTaToB JieueHUs y OOJIbHBIX,
OTHECEHHBIX B MPOMEXKYTOUHYIO 2 M BBICOKYIO TPYMIbl PUCKA, SBISAETCS MPUMEHEHWE UHIMOMTOPOB
JAK2 (pykcoautuHuba).

Hasnauenne HruburopoB JAK2 mnokazaHo B MepBOil JIMHMM Tepanuu MpU HaJUYUU
CHUMNTOMATHYECKOW CIUIEHOMeraauu W/WiIM KOHCTHTYLMOHAIBHBIX CHMITOMOB B COYETaHUU CO
3HAUMTEbHOW cruleHoMeranueil. I mauMeHTOB 3TMX TPYMIN PUCKA HET APYrMX allbTepHAaTHBHBIX
JIEKapCTBEHHBIX CPEACTB AJsl OBICTPOro COKpAIlEHHMs Pa3MEepOB Cele3eHKH M YyJyudlleHUs KayecTBa
#u3HU. Kpome Toro, B 3Toii rpynne nauueHtoB B uccieaoanun COMFORT Il nokazaHo yBennuenue

o011eii BBDKMBAEMOCTH MO CPAaBHEHMIO C Hauiyullel JOCTYMHOM Tepanuei.

METO/bI TEPAIIUU IIM®
Hecmotps Ha MHOrOOOpasue mpuMeHsoIUXCcs B HacTosiee Bpemst amst jeuenus: [IM® metonos,

BCE OHU MOTYT OBITh pa3/ieJeHbl HA HECKOJIBKO IPYIII:

e amno-TI'CK;

*  MeJMKaMEHTO3Has Tepanus;

*  XHWpYpruueckoe jeuyeHue (CrIeHIKTOMMSI, KOPPEKIUS MOPTAbHON TMIePTeH3HK);

* JlyyeBas Teparnus;

* T'€MOKOMIIOHEHTHas Tepamnus.

Huxe npencrasiena 6osee noapoOHas XxapakTeprUCTUKA KayK0W TPYIIIbI.

Anno-TICK.

B nacrosimiee Bpemsa amno-TI'CK sBasieTcss eIMHCTBEHHBIM METOJIOM JIEYEHUs] MALMEHTOB C

NEPBUYHBIM MHUETO(PUOPO30M, MO3BOJIAIOIIMM JOOUTHhCA TOJHOTO W3JIEUEHUs] y 4YacTh OOJIbHBIX,

BKJIrO4Yas HOpMaJM3alurlo  pasMEpoB CCJIC3CHKU, HCYC3HOBCHUIO CUMIITOMOB OHYXOHGBOﬁ
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MHTOKCHUKALMHK, perpecc Muenopudposa, AOCTHKEHUIO MOJHON LIUTOreHETHMYECKOH W MOJIEKYISIpHOM
pemuccun [106].

[locne BBeieHUs B KIIMHUUYECKYIO MPAKTUKY AMHAMMYECKUX NMporHocThyeckux mkain DIPSSu
DIPSS+, koTopble MO3BOJIAIOT OLEHHMBATL PUCK Ha JIIOOOM 3Tane JedeHWs MalueHTa M BKIHYaloT
HOBBIE MporHocTHUueckre (akTophl (TpaHcdy3rOHHAs 3aBUCUMOCTh U HEOJIAarompHATHBIA KapHOTHII),
MOSIBUJIACh BO3MOXHOCTb Oojiee 3((EeKTUBHO BbIABIATH MALUEHTOB € HU3KOHM  OXuIaeMoit
NPOJOKUTENILHOCTBIO JKM3HU. DTO MAaLMEHThl C MPOMEKYTOUHBIM 2 W BBICOKMM PHCKOM IO LIKaje
DIPSS u DIPSS+, menuana oOiieit BBDKMBa@MOCTH KOTOpPHIX cocTaBiser 35 u 16 mecsies
coorBercTBeHHo [107]. TlpuHumas Bo BHHMMaHue 3TH JaHHble, amno-TI'CK sBisercs HauboJjee
OMpaBJIaHHbIM METOJIOM JIeYEeHHUS Y OOJIbHBIX C MEPBUUHBIM MHUEIOPUOPO30M, OTHECEHHBIX B IPYIIIb
NPOMEeXyTOYHOTro 2 U Bbicokoro pucka [108, 109]. Oanako pelieHHe BOMpoca O BBIMOJIHEHUH ajllo-
TI'CK pomkHO mNpUHUMATbCA A Kaxkaoro OOJbHOrO MHAMBUAYanbHO. [lomMumo oxupaemoii
NPOJOJKUTEILHOCTH JKU3HU B 3aBUCHMMOCTH OT TPYMIbl PUCKA MO Pa3iUYHBIM MPOrHOCTUYECKUM
IIKajgaM HeoOXOJMMO YYMTBIBaTh TaKXkKe Hajluuue JAPYruX JAOMOJHUTENbHBIX He0JIaronpuaTHbIX
(baxkTopoB, TaKMX Kak MOXKMJIOH BO3pacT, HaJIMYWe YaCTMYHO COBMECTUMOrO JOHOpa, MPOJABMHYTYIO
CTaMio 3a0o/ieBaHMs, TPAHCIIAHTALIMOHHBIA MHAEKC KOMOPOWAHOCTH, HallMuue BbIPAKEHHOM
cruieHomeranuu [110].

Pesyabratsl amno-TI'CK Bo MHOrom 3aBUCAT OT CTaauM 3a00J€BaHMs M IPYMIbI PUCKA Ha
MOMEHT TpaHcriaHtauuu. Tak 5-neTHsst oOwas BbbKMBaeMocTb nocie amno-TI'CK y GonbHBIX B
rpynne Hu3koro pucka no DIPSS cocrapnser 76%, B rpynne mnpomexyrouHoro-1 — 48%,
NpOMEXYTOUHOro- 2 u Bbicokoro— 38%, a y mauueHtoB ¢ TpaHcdopmauueir B OMJI 2-netnsss OB
coctapiyisier okosio 40% [108, 111, 112]Takum oOpa3zom, pelleHue BOMpoca O MPOBEACHUU allio-
TI'CK nmomKHO NpPUHUMATBCS CBOEBPEMEHHO M HE OTKJIaJblBaTbCsA, OCOOEHHO Yy OOJBHBIX C
HeOJ1aronpUATHBIMU TPOTHOCTHYECKUMMHU (hakTopamM, a Takxke npu Hanuuuum HLA-coBmecTumoro
pOACTBEHHOrO JoHOpa. [l 3TOro HeoOXOAUMO MEPUOANYECKH OLIEHUBATh PUCKU M0 JTWHAMUYECKUM
MPOTrHOCTUYECKUM LIKajlaM, YTO MO3BOJUT CBOEBPEMEHHO PELUMTh BOIPOC O CMEHE TeparneBTUUeCKO
TaKTHUKH.

Pexomenoayuu (yposenv ooxazamenonocmu A).

. Kannuparamu ans anno-TI'CK  sBisitoTes MauueHTsl ¢ MEPBUUHBIM MUETOPHUOPO30M ¢
MPOMEXYTOUHBIM-2 WJIM BBICOKMM puckoM o DIPSSu DIPSS+ ,0e3 cepbe3HbIX COMYTCTBYHOLIMX
3aboneBaHui, ¢ Comaruueckum cratycom 0-2, mpu Hanuuuu HLA-HMIEHTMYHOTO POACTBEHHOTO WM

HEPOJACTBCHHOT'O JOHOpPA.
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. [TauueHThl ¢ HU3KUM M MPOMEXKYTOUHBIM-1 PUCKOM TakKKe ABJISIOTCS MOTEHLHMAIbHBIMU
kanauaatamu Juis anno-TT'CK v J0/MKHBI MpU MOSABJIEHMM MEPBBIX MpPHU3HAKaX MpOrpeccuu
3a00JI€BaHUs HAMPABJIATHCA U PELIEHHs BONPOCa 0 BO3MOXKHOCTH nposeneHus ano-TI'CK.

. [Tamentsl B paze TpaHcopmaumu B OCTpbI MHENOONIACTHBIN JEMKO3 TaKKe MOTYT
ObITh KaHaupaatamu anas amno-TI'CK nocne nmpoBeieHHs MHAYKUMOHHOW —Tepanuu MO Mporpamme
OCTPBIX JIEHKO30B.

. [lepen npoeenenuem amno-TI'CK y nmaumeHTOB co 3HAUMTENbHON CruleHOMeranuen
1e1eco00pa3Ho MPOBEICHUE LUTOPEAYKTUBHON Tepanuu, Tepanuu uHrubutopamu JAK2, a takke
BO3MOKHO MPOBEJCHUE CIICHIKTOMUU. BiusiHue cruieHskToMun Ha uexon amno-TI'CK B HacTosiumii
MOMEHT He BIOJIHE SICHO U TPeOyeT AOMOJHUTENBbHOTO U3YUYEHHUS.

. [TaupeHTaM ¢ AIUTENBHBIM TpaHC()Y3MOHHBIM aHAMHE30M M MpPU3HAKaMM TMeperpys3ku
JKeJIe30M pEKOMEHI0BaHO MPOBEJEHUE Kypca XesnatopHol Tepanuu nepen awuio-TI'CK.

Meoukamenmo3snaa mepanus.

JlekapcTBeHHbIEE Npenaparkl, ABASIOTCS B HACTOsLIEE BPeMs OCHOBHBIM CPEJICTBOM JIEUEHUS
[IM®. JlanHast Tepanus, XOTs U HE MPUBOJMUT K U3JIEUEHUIO, HO, IPU NPABUIBLHOM MOJAX0/€E, 03BOJIAET
CAEpKHMBAaTh MpOrpeccUpoBaHKe 3a00JeBaHWs W TMOJJACPKUBATh KayeCTBO JKU3HU OOJBHBIX.
TpaauuuoHHBIMU Nipenaparamu, NpuMeHstolumMucs ais nedenus [IM®, spastores cieayrouue:

o LluTocTaTuku: ['mapokcukapbamu (Cuapea, ['mapoxkcukapbamu g MeJak,
I'mapokcuypea); Llurapadbun (Anekcan, Llurapadun-JIDHC, Luto3ap, Llutoctaaun); MepkantonypuH
(MepxanrorypuH, [Typu-Heron) Bycynbpan (Munepan, Muenocas).

[IpennoyTuTesibHbIM  sIBASETCA MpPUEM B MOAOOpPAHHBIX € YYETOM HWHAMBUIYaJbHOU
NEPEHOCUMOCTH [103aX, MO3BOJIIOIIMX KOHTPOJIMPOBATh [OKa3zaTead KpoBW. JlaHHbIe MpenapaTbl
NPUMEHSIOTCS, KaK NPAaBUJIO, B KAY€CTBE MOHOXMMHMOTEPANUU B HU3KUX J103aX!

I'mapoxcumoueBuna 10-30mr/kr/cyT;

MepxkanTtonypun 1-2 mr/kr/cyT;

[{uTapabux 10-20MF/M2/cyT 10-14 nHeit KaXablii MeCHLL;

bycynbdan 0,5-4mr/cyt no cymmapnoit 1o3e1 200mr.

Llenpto MpUMEHEHUS LMTOCTATUKOB ABISETCS CAEpXKHUBaHWE Mposudepalud OMyXxoJu u
KOHTPOJIb TIOKa3aTelielt KPOBU C LIeJIbI0 MPOPUIAKTUKHA OCIOKHEHUA.

Pexomenoayus  (yposenv  ooxaszamenvnocmu C). LIUTOCTaTUKM pPEKOMEHIYIOTCA Kak

LUTOPENyKTUBHAs Tepanus NepBoi JMHUN y nauueHToB ¢ [IMO.
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. Wurepdepon-anvha (AnsreBup, Anbdapona, Murepdepans, Uutpon A, PeanbaupoH,
Podepon-A, Peadepon-EC) Gonee nenecoodpazHa y MoJIopIX 00JIbHBIX, HarOoJIbIIas 3GHEKTUBHOCTD
npenapatoB UdD-anbda ormeuaercs npu HazHaueHUU B XD [IM®. [pu BD >ddekruBHOCTL TEepanuu
Nd-anwda He nokazaHa.

OnrtumaneHas 103a UHTepdepoHa He YCTaHOBIIEHA, C YYETOM YacThIX MOOOUHBIX APPEKTOB U
HEOOXOIMMOCTH TMOCTOSIHHOWM Tepanuu JieYeHue MPOBOIMUTCS B MAKCUMAalbHO MEPEHOCHUMBIX J03aX,
obecrneynBaroLIMX KOHTPOJIb MOoKazaTeneil kpoBu. Jl03MpOBKa M PEKUM BBEJEHHS TakKke BblOUpaeTcs
MHAMBUAYaTbHO C y4yeToM mnepeHocumoctu: 1,5-3van ME moakoxkHo, uepe3 JeHb, IJIUTENIbHO.
CoueTaHHOe Ha3HauyeHHE LMTOCTATHKOB C TpernaparamMu HHTepdepoHa anbda MOXKeT MOBbILIATH
3¢ deKTUBHOCT, W TO3BOJATH PeIyUUpOBaTh A03bl K&XKAOTO Tpernapara ¢  ylIydlleHHeM
NepeHOCUMOCTH.

Pexomenoayus  (yposenv  ooxazamenvnocmu  C).  HWutepdepon-anbpa MOKeT OBITH
pPEeKOMEHI0BaH KakK Tepanus MepBoii JMHUU y NMauMeHTOB MoJoxe 60 neT.

. DpUTPOIOIBCTUMYIIHpPYIOIIHE areHThl (DpUTpocTuM, Dnpekc, PekopmoH, ApaHecr) —
NpUMEHEeHUE JaHHBIX MpernapaToB BO3MOXKHO C LENbIO CTUMYJSILMUA 3PUTPOMNOI3a JUid KyNUpOBaHHS
aHeMHUU U YMEHbIIEHHUs MOTPeOHOCTH B TeMOTPaHCY3HAX.

[Tpenapatel npumenstoress B ctanaapTHeIX 103ax 150 ME/kr (L0000ME) 3 paza B Heaelnmo
win 40000 ME 1 pa3 B Henento ¢ Toi ke 3(PQPEKTHBHOCTHIO, BO3MOJKHO TaKKe MPUMEHEHHE
nposioHrupoBaHHbIX GopMm  (lapoomoatun anspa 500 mkr 1 pa3 B 3-4 Henaenu) ¢ TOM ke
s¢dexrtuBHOCTHIO. [Ipy HegoCcTaTOYHOM OTBETE 1032 MOXKET ObITh MOBBIIIEHA B JBa pas3a. Bmecte ¢
TeM, € Yy4YeToM TMaroreHe3a 3a0oneBaHusi oO0was >PPEeKTUBHOCTb BBEACHUS DSPUTPOMNOITHHOB
COCTaBJIIET OKOJO 56% M 1IMTCS B CpeJHEM OKOJIO rofa. BeposiTHOCTh OTBeTa CHWXKaeTcd MpU
HaJTM4YMK TPaHC(PY3MOHHON 3aBUCHUMOCTH M Halnmyuu criieHomeranuu [113]. YpoBeHb 3HIOTEHHOTO
sputpomnodTuHa 6osiee 125ME/n takxke npesnonaraeT HU3KyHO BEPOSTHOCTD MoyyueHus oTeeta [114,
115].

Pexomenoayus  (yposeno  ookazamenvnocmu D). bonee 3pQpekTMBHO TpUMEHEHHE
APUTPOTIOIZCTUMYIUPYIOLIMX areHTOB MpPU YpOBHE 3puTponodThHa MeHee 125 ME/n, orcyrctBum
TpaHC(Y3MOHHOM 3aBUCUMOCTH M BbIpaKeHHOH crieHomeranuu. HauanbHoil no3oit sBasercs 10 000
eIMHUL] TpU pa3a B Hepaento, no3a yapauBaeTca 1o 20 000eaunun uepe3 1 mecsi B ciyyasx, Koria
paHHUI OTBeT He Habmopaetcd. [Ipu OTCyTCTBUMM OTBeTa JieueHHe ciledyeT NpeKpaTuTh uepes 3-4

MEciaLla.
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. ['mokokopTukoupl (KOpTUKOCTepouaHble TopMoHbl) - [Ipennuzonon ([IpenHu3ouoH,
[Mpennuzonon Hukomen); Metunanpennusonon (Merunpen;, Cony-Meapon); JlekcameTa3oH
(lexcamera3oH, [lekcamen) — UMEIOT MEXaHM3M JCWCTBHS B BHUJAE TOPMOXKEHHS MEKKIETOUHOM
KoOMnepalyl UMMYHHOW CHCTEMbl M CHMKEHHUSI CeKpelMM LIMTOKMHOB, YMEHBIIAIOT Npoudeparuio
¢ubpobracToB U 00pazoBaHUE COSAUHUTENBHOM TKaHU. DTU MpenapaThl MOLYIUPYIOT OOMEH BElLECTB
C OrpaHu4YeHHeM KaTaboJM3Ma, MOTYT CTUMYJMPOBATh afomnTo3 OMyXOJEeBbIX KIETOK, YMEHbIIATh
NpOsIBIEHUS ayTOMMMYHHU3aLMU K KIeTkaM KpoBU. OCHOBHOHW kiMHHYeckuil 3ddekT mposBisercs B
BUJE OBICTPOro yMEHbIIEHHUs CUMIITOMOB OMYXO0JI€BOI MHTOKCHKaUUKU. BmecTe ¢ TeM, UMetoT 6oJiblioe
KOJIMYECTBO TMOOOYHBIX JedCcTBUH, d5((deKT TNpUMEeHEeHHs HecToeKk M TpedyeT MOCTOSHHOM
nojaaepxkuBatromied tepanuu. B Hactosmee Bpems npu [IM® npumensroTrcs B KauecTBe
KOMOMHHMPOBAHHOW Tepanuu ¢ UMMYHOMOAYJISATOPAMU W CUMITOMATHUUECKOW Tepanuu, B pa3inyHbIX
Jno3ax W cxemax npumenenus [116, 117, 118, 119]OTHOCUTENBHBIMH TPOTHUBOMOKA3AHUAMU K
NPUMEHEHHUIO SBJISETCA HAIMUKE caxapHoro auadeTa v OCTEONEeHHUH.

Pexomenoayuss  (yposeno  Ooxazamenvrocmu D). [ MIOKOKOPTUKOWAHBIE  TOPMOHBI
pexoMeHayloTes K mpuMmeHeHuto npu [IM® kak cpelIcTBO KYMUPOBAHUS CUMITOMOB OIMYyXOJEBOH
MHTOKCHUKAIIUM W B paMKax COUETAaHHOW Tepamuu ¢ JAPYrUMM JieKapCTBEHHbIMU Tpemnaparam. [Ipu
UCMOJIb30BaHUU TIIOKOKOPTUKOCTEPOUIOB HEOOXOIMMO YYMUTBIBATh MPOTHBOINOKA3aHUS U MOOOYHBIE
3¢ (deKThl UX IIUTETHLHOTO MPUMEHEHUS.

. Amnpporensl (anabosmmueckue crepounbl) — Hannponon (©enobonun, Petadonun, [leka-
nypabonvn), MetanaueHon (MeranapocreHonoH, Hepo6oi), Ianaszon (Bepo-Jlanazon, [lanomau,
Janoauon, JlaHom) mpenapaTbl CUHTETUYECKMX aHAPOr€HOB C MEXaHHU3MOM JICHCTBUs OJIM3KUM K
KopTukocTepounam. OCHOBHOM 3 (PEKT COCTOMT B YTHETEHUH KaTaboiu3Ma, yMEHbIICHUS! CUMIITOMOB
OMyXOJIeBOM WHTOKCUKAIMM, CTUMYJISUMU TeMomnos3a. [loBwilleHHe ypoBHs  remorioOuHa
Habmopgaercs y 30-40% OGonbHbiX, Oonee peako MpW HaJUMYUMU MACCUBHOW CIJIGHOMErajuu |
nuroreHeTndyeckux aHomanuit [120, 121]. Jlyumwuii oTBeT HaOmogaeTcsi y OOJNBHBIX C YMEPEHHOM
CIUIGHOMeranueld 1 HOpMaJbHbIM KapUOTHUIIOM.

[TanuenTtam ¢ maccoii Tena MmeHee 80 kr Ha3HavaeTcsicst faHaszon no 600 Mr exeqHeBHO, i
naiueHToB ¢ Maccoii tena 6osnee 80 kr gosa mpenapata cocrtaBiaser 800 mr. Ouenka sddekra
npoBouTCcs nocjie 6 mecsueB Tepanuu. [Ipy AOCTHMKEHUM OTBETa MpHeM [aHa3ona JOJKEH ObITh
nponomkeH B go3e 400 Mr B aeHb B TedeHHWe 6 MecslleB C JalbHEHIIUM CHU)KEHHEM J03bl 10
MUHMMAaNbHOW, HEOOXOauMOH mia mojaepkaHus oTBera, Ho He MeHee 200 mr B 1eHb. Bcem

nanyeHTam, IoJydaroluM AaHaso0JI, OMOXMMHWYECKUI aHajIu3 KpPOBHU IOJDKEH BBIMOJIHATLCA HE PEIKE
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pa3a B mecsl, Y3U neuenu kaxaple 6 - 12mecsues, BceM My)KUMHaM JIOJKEH MPOBOJUTBCS KOHTPOJIb
npocratryeckoro creuuduueckoro anturena ([ICA) kak g0 Havana JeueHHs, TaK U Ha MPOTSHKEHUU
BCEro BpeMeHH Tepanuu. JleueHne AaHa30J0M U IpyrUMH aHAPOreHaMU 0ObIYHO XOPOLLIO NMEPEHOCUTCS
[122]. TTo6GouHble >(deKTs aHAPOTESHOB: 3aJepXKKa >KUAKOCTH, TMOBBIIICHWE JHUOWUIO, THPCYTHU3M,
rernaToTOKCUYHOCTh, PUCK pa3BUTHs omnyxoJied nedeHu. [IpoTHBOMOKa3aHUSAMM Al Ha3HAYEHMs
aHJIPOTEHOB SIBIISIOTCS MoBbIlIeHHe ypoBHS [ICA w/unm Hanvuve B aHaMHe3e paka MpeacTaTelbHOM
Kelesbl.

Pexomenoayus (yposenv ooxazamenvrocmu C). Tepanuio naHa30j0M cleIyeT MPOBOJUTH
6onbHeIM [IM® ¢ TpaHcdy3MOHHO-3aBUCHMOI aHeMHUe#, MpU HaJUYUM CHUMIITOMOB OMYXOJIEBOM
MHTOKCHKaLMU. Pekomenyemas HavanbHas 103a — 200ur B 1eHb, ¢ MOCTENEHHBIM YBEJIUUEHHUEM J103bl
B 3aBMCHUMOCTH OT MEPEHOCUMOCTH W Beca nauueHTa. OueHka s¢dexra 10KHA POBOAUTHCA uepes 6
mecsueB. [lauueHTbl, KOTOpble OTBETHIIM HA TEpaIMIO aHAPOreHaMH, J0JIKHbI MPUHUMATh Npenapar B
TeuyeHue mnocieaywmux 6 wmecaueB no 400Mr B JeHb A0 CHMXKEHHUS J03bl 0 MHHUMAalbHOH,
HEoOX0MMOM A moJAepkaHus oTBeTa, HO He MeHee 200 Mr B AeHb. buoxuMuyeckuii aHanu3 KpoBH
JIOJKEH BBITIOJHATLCS He pexe pasa B Mecsl, ¥Y3U neuenu kaxavie 6 - 12mecsues. Becem myxunHam
JI0JDKEeH NpoBoJMThCs KOHTpousb [TCA kak 10 Hayasa jiedeHus, TaKk U Ha NPOTSX)KEHUU BCEro BPEeMEHU
TepanuH.

. Wurudutopst JAK2 - nepBble npenapaTbl MPULENBHOIO TapreTHOro JeHCTBUS
onokupyroue aktuBHocTh JAK2-knHa3, HampaBieHHble Ha KIHOYeBOe 3BeHO martoreHeza [IMO —
curHaibHbil yTh JAK-STAT. Cnenyer yuynuThiBaTh, YTO TH Mpenapathbl BIUSAIOT KaK Ha MYTaHTHBIN
(JAK2 V617F), tak u Ha «aukuii» tun JAK-kuHa3, Mo3TOMy MOTYT ObITh 3(PQPEKTHUBHBIMU U TPU
nAeyeHun OosibHBIX [IM® HeraTuBHBIX Mo Haauuuio Mytauun JAK2 VB17F [123]. OdunmanbHoe
pasperieHue K mpuMeHeHuto s jedenuss [IM® u BTopuyHOoro muenodudpo3a Mpu UCTUHHON
MOJMLETEMUN M 3CCEHLMalbHOW TpoMmOouuTeMuu, B ToM uucie u B Poccuiickoit ®denepauuu, Ha
JaHHBII MOMEHT TMOJyYWIl TOJIBKO Tpemnapar pykcoqutuHuO ([[kakaBu, mpousBogutens Hoapruc
dapma AI', Illeeiiuapus). B coorBerctBum ¢ MHCTpyKLMed MO NPUMEHEHHWIO, pPEKOMEHIyemas
HauajbHas A03a npenapata JlxakaBu coctariser 15 mr 2 pasza B ieHb AJ1s1 TALMEHTOB ¢ KOJIMYECTBOM
tpombouuTos 100-20610%1 u 20 Mr 2 pasa B AeHb IS ALMEHTOB ¢ KOJMYECTBOM TPOMGOLIUTOB
>20k10°n. MakcuManbHas peKOMEHAyeMas HadyaibHas 10338 y TNALMCHTOB C KOJMYECTBOM
TpomGormToB 50-10610%n cocrapnser 5 Mr 2 pasa B IeHb BHYTpb, C MOC/IE/AYIOMIEH TUTPALMEl 0351
MakcuManbHO MepeHocumas Jo03a Mpernapata 25 Mr jABaxabl B JeHb. [lo pesynbratam aByx

MHOTOLIEHTPOBBIX paHA0MU3UPOBaHHBIX KinHMUeckux uccinenopanuii COMFORT-1u COMFORT-2



52
npenapar UuMeeT BBICOKYI 3(P(PEKTUBHOCT: y OOJBIIMHCTBA OOJILHBIX MPOUCXOWIA HOpPMATU3aLus
JIEMKOLMTOB U TPOMOOLIMTOB, YMEHBIIIEHUE pa3MepoB cenie3eHku Oosiee yeM Ha 35% nocTuranockh y
28,5-41,9%%0bHbIX. Y 60JbLIMHCTBA 0OJIBHBIX JOCTUTHYTO YMEHbLIEHUE CUMITOMOB HHTOKCUKALMU
M TIOBBIIIEHHE TOJIEPAHTHOCTH K (U3MYECKUM Harpys3kam, Mpu 3TOM OOJibHBIE, MOJy4YaBlIMe
PYKCOJIMTUHUO, UCIIBITHIBAIN YIyUllI€HUE MOKazaTesleil kauecTBa JKM3HHM, 4ero He HalJro/anoch Npu
craHiapTHoii Tepanuu [124]. Hanbosnee 3HauMMbIMU TOOOYHBIMM d(deKTaMu SABIAOTCS aHEMUs,
TPOMOOLIUTONEHU M CUHIAPOM «IMTOKWHOBOWM OTJauu», BbIpaskaroliuiicss B ObICTpOM BO3Bpate
CUMIITOMOB MHTOKCHKAllUW, BIUIOTb /10 CUCTEMHOHM BOCHAJIMTENbHON peakuuu M CIJIEHOMErajuu,
noaToMy TpeOyercst ero nocteneHHas otMmeHa [125]. [lpu cpaBHeHMM ¢ TPYNNONW HCTOPUYECKOTO
KOHTPOJIA Tepanuu pPYKCOJIUTUHUO CTAaTUCTMUYECKM 3HAYMMO yiydiuan OOyl BbDKHBAEMOCTb
00sbHBIX [126]. PykconMTHHUO Takke MOKET paccMaTpUBAThCs Kak Mpenapat BbIOOpa /sl MalueHToB,
KOTOpbIE HYXJAIOTCS B OBICTPOM COKPAILIGHUHM Pa3MepoOB CEJIe3eHKU W/WIIM KYIMPOBAaHUU CUMIITOMOB
onyxoJeBoil MHTOkcukauuu nepe anno-TI'CK.

Pexomenoayus (yposenwv ooxazamenvrocmu B). [laupeHtam, OTHECEHHBIM B IPYINY HU3KOTO
U TpPOMEXYTOYHOro 1 pucKa, C PE3UCTEHTHOCTbIO K Tepanuu TUAPOKCHKapOaMUIOM, IPYyTUMHU
uuroctatikaMu uian MOH-anbga, a Takke nauMeHTaMm U3 TpYIN MPOMEXKYTOYHOTO 2 U BBICOKOTO
pHcKa rnokasaHo HazHaueHre MHruouTopoB JAK2 (pykcoauTuHuo).

Xupypzuueckoe neuenue.

Xupypruueckoe jeueHue (CrIeHIKTOMUS, KOPPEKLMs TPOSBICHHI OPTATBHOM rMNepTEeH3UH)
SBJISIETCS JJOMOJHUTENBHBIM METOJOM, HAaIlpaBIeHHbIM Ha KOPPEKLHIO OCIOXXHEHWH 3a0oJieBaHusl.
Mecto CHJICHIKTOMUM B JieueHUM Muenopubposa maBHo wusyuaercs [127]. Tlokazanusimu K
NPOBEJEHUIO CIUICHIKTOMUHU SABJSIIOTCA: TMPOrpeccUpyrolias CrJIeHOMErajiusi ¢ KOMIPECCHOHHBIM
cuHApoMoM  (abJIOMUHANBHBIA  JUCKOM(OPT, MOCTOSHHOE YYBCTBO TSXKECTH, O00Jb, MpPU3HAKH
KUIIEYHON HENpOXOJMMOCTH), WHTOKCHUKALMS, OOYCJIOBJIEHHAas OrPOMHOW OIyXOJeBOH Maccoi,
TsDKEJIble TUnepkaTtaboInyeckue CUMOTOMBI, BKIIIOYAs KaXeKCulo, riybokas aHemus, pedpaxkTepHblii
reMoJiu3, TPOMOOLMTONEHUs, PE3UCTEHTHas K TPaJULMOHHBIM MeETOJaM Tepanuu, OOLIMpHbIE
UH(}APKTHl Cele3eHKH ¢ yrpo30il pa3pbiBa, BHEMEUYEHOYHas MOpTalbHas TUMEPTEH3Us C Yrpo3oii
pa3BUTHA KpPOBOTEUEHMs] M3 IKelyJdka M nuieBojga. TpomOouuroneHus spiasercs (akTopom
He0J1aronpusTHOro MPOrHO3a, CBUAETENbCTBYET O MPOTPECCUPOBAHMU OOJNIE3HU U BBICOKOM pHCKE
OnacTHOI TpaHcopmaLMH.

bnactHas TpaHchopmanus nocie nposeneHus CO npossisercs y 10-15%60abpHbix [IMO.

ITocnennee 06CTO$ITGJ'IBCTBO, CBsA3aHO C 0T60pOM NaMeHTOB, @ HC UICTUHHBIM U3MCHCHHUEM B ouoJiorun
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00JIE3HH, TOCKOJbKY HET HUKAKMX OCHOBAaHMW MoJjaratb, YTO OHOJOrus OOJIE3HM, CBSI3aHHAsA C
NaToJOrMUecKoil mnpoaudepanueil KIOHaJIbHBIX CTBOJOBBIX KIETOK, MpEeTeprieBaeT HM3MEHEHHUs B
pe3ynbTaTe CIIeHIKTOMUHU.

B npenonepannoHHoM mepuojie HEOOXOJMMa OLEHKA CepeUHO-COCYAMCTHIX, MEUYEHOUHBIX,
MOYEYHBIX, METAa0OIMYECKUX M TeMOCTaTUYEeCKHMX PHUCKOB. Jlamapockomuueckas CIJICHIKTOMUSI He
pexomenayercs npu [IM® u3-3a Beicokoro pucka kposoreuenuit [128]. [Tocne nposenenns CO y 3%
OOJILHBIX pPa3BUBAIOTCS OCIOXKHEHHMS, MOCJeoNnepalMoHHas cMepTHOCTh coctaBisier 9% [127]. o
nanHbiM A.Jl.Menuksin u coaBrt. (2013) B ['emarosnoruueckoM HayuHOM IIEHTPE MHTpPaAOIEpallMOHHAs
Y MOCTONEepPalMOHHAsl CMEPTHOCTh OT ociloXHeHuiH CO cHuzmiaack a0 1%, 4To MOXKHO OOBIACHUTH
COBEpIICHCTBOBAaHMEM XHPYPTUYECKOW TEXHUKM U TOCJICONEepalMOHHOTO yxoJa 3a OOJbHBIMHU,
NpoBeIeHMeM MacCUBHOM TpaHC(Hy3MOHHOM Tepanuu, aieKBaTHON aHTUOAKTEpUabHOW TepUNUei.

BaxxHO OTMETHTB, UYTO 3HAYMUTENbHBIA MOCIEONEPALMOHHBIA TpoMOOUMTO3 HalII0AaeTCs
npuMepHo y 20% mnainueHTOB M BeNeT K YBeJIMUeHHI pucka Tpombo3za [129]. MMeHHO mo 3Toii
npUYMHEe HeoOXoauma HOpPMalu3alusi KOJMYEeCTBa TPOMOOLMTOB 10 M TMoOcie CIUIeH3KToMuu. B
MOCTCIUIEHIKTOMMUYECKOM  MepuojJe  JO/DKHAa  MPOBOJAMTBCS  LMTOPENYKTHBHas  Teparus
I'UAPOKCUMOUYEBHHOM, B Clyyae Pe3UCTEHTHOCTH K 'MIPOKCUMOYEBUHE — Tepanus kinaapuduHom [130].
B nocneonepaumonHoM nepuojie B TeUeHUE HEJIeNU 1es1eco00pas3eH TIaTeabHbli MOHUTOPUHT YPOBHS
TpOMOOLIUTOB U KOAryjJorpamMmbl, TakKe B T€UeHHE Mecslla C 1efbio Npo(UIaKTUKU Ha3HAYaAOTCS
renapyuH WM HeNpsiMble aHTUKOAaryisHTel. Yepes Hememo W 1 Mecsll mocne CIJIEHIKTOMUU
uesnecoodpasHo BeinosHeHue Y3U nist uckimoueHust TpoMO030B a0 1I0MUHAIBHBIX BEH.

Otpanennble ocioxHenus CD, Takve Kak remnaTtoMeraius, JeWKOUUTO3, OnacTHas
TpaHcopMalus, SBISIFOTCS CJIEACTBUEM €CTECTBEHHOTO MporpeccupoBanus 6onesznu [131, 132].

BonbHbIM ¢ moOpTanbHOW TrUMepTeH3Wed M BapUKO3HBIM pPACHIMPEHUEM BEH HEOO0XOAMMO
MPOBOJIUTh HCCIEIOBaHUs KpOBOOOpalleHUss B TOPTadbHOW cuctemMe B AuHamuke. [lockosibky
nopTasibHasi TUMIEPTeH3Us, aCCOLMUPOBAHHAS CO CIIJIEHOMETallle, B TIOCTCIEHIKTOMUYECKOM TIeproie
paspelaeTcsi, B OTJIUUYME OT CJy4yaeB BTOPUUHOW BHYTPUIIEUEHOUHOUW OOCTPYKLIMHU, KOTOpPbIe TPeOYIOT
CUCTEMHOTO MopTalibHOTO myHTUpoBanus [133, 134, 135].

Pexomenoayus (yposenv ookazamenvnocmu C). CD [OMKHA BBIMONHATECS CTPOTO MO
nokazanusiM. He nokasaHa Gonee BbicOkas yacToTa 0JacTHOM TpaHcdopmaluu nocjie CrjieH3KTOMUU
npu [IM®. B npeponepanimoHHoM nepuoje HeoO6XoiMuma OLIEHKa CepeUHO-COCY TUCTBIX, MEYEHOUHBIX,

INOYCYHBIX, MeTa00IMYECKUX U FeMOCTAaTHUECKHMX PUCKOB. B rnocjeonepauoHHOM NEpruoac B TCUCHUEC
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1 mecsua uenecooOpas3eH TLIATENbHbII MOHUTOPUHT YPOBHS TPOMOOLMTOB W KOAryJorpammsl,
KOHTPOJIb NIOKa3aTeJIeil KPOBU € MOMOLIBIO LIMTOPEAYKTUBHOW TEPAIUH.
Jlyuegaa mepanus.

JlyueBast Tepanusi 'y OonpHbix [IM® nmpoBoauTcs € LENbIO  KOHTPOJS — O4YaroB
IKCTpaMEeyJUIIPHOTO  KPOBETBOPEHUsI, KOTOpble MOIYT BO3HMKAaTh MpHU JUIMTENbHOM TEYEHUH
3a00JIeBaHusA, B MEUEHU W CeJIe3€HKe, B MO3BOHOYHHUKE C Pa3BUTHUEM KOMIIPECCHMM CIUMHHOTO MO3ra,
auMdoysnax, miaeBpe ¢ pa3BUTHEM TUAPOTOpaKca, OpIOIIMHE C pa3BUTHUEM acliUTa, KOXke W JAPYrHx
TKaHsX W opraHaXx. CMMNTOMaMu MOSBJEHUS OYaroB 3KCTpPaMEAyJJISIPHOrO reMorno’s3a MOryT ObITh
TaK)Ke JieroyHasi TMIepTeH3Msl PYU OTCYTCTBUM MPU3HAKOB TPOMOOIMOO0IMH UK 3a00JIeBaHUii cepaLa,
a Takxke O0O0JIeBOW CHHAPOM B KOHEUHOCTSX. D(PeKTUBHBIM sBISETCS, KaK NpaBWIIO, MPUMEHEHHE
manbix 103 (0,1-0,50p, pazaenenHbix Ha 5-10ceancoB). Mcnonb3oBaHue y4eBoii Tepanuu Ha 00J1acTh
MEYCHW U CeNIe3eHKM MMeeT KpaTKoBpeMeHHbIH (3-6 mecsleB) SpQeKT U COMpsKEHO C PUCKOM
ycyryOJieHusl UUTONEHUI U, B OCHOBHOM, MPOBOJUTCA OOJbHBIM, MMEIOLMM MPOTHBOMOKa3aHus K CO.

Pexomenoayus (yposenv ooxazamenvnocmu C). JlyueBas Tepanus y O0ojbHbIX [IM®
HauOonee o(ddekTBHA ¢ LENb0 KOHTPOJS OYaroB JKCTPaMeayJUIIPHOTO  KPOBETBOPEHHUS.
DpdekTUBHBIM sBJISETCS, KaK npaBuiio, npuMeHeHue manbix 103 (0,1-0,50p, pasaenennsix Ha 5-10
ceaHCcOoB). Mcnonb3oBaHue JyyeBOWl TepamMu Ha 00NacTh TEYEHHM W CEJIe3eHKH HMeeT
KpaTkoBpeMeHHbIN (3-6 MecsueB) 3DGeKT ¥ CONpsHKEHO C PUCKOM YCYryOsieHHs LIMTOTICHWH W, B
OCHOBHOM, POBOJUTCS 0OJIbHBIM, UMEIOLLIUM MPOTUBOMOKA3aHUS K CIIJIEHIKTOMUMU.

I'emokomnonenmuaa mepanus.

TpaHcdy3un KOMMNOHEHTOB KpOBM MPUMEHSIOTCS € LEJIbI0 BOCMOJHEHUS LMTONEHUM MNpU
HaJIMUUM  PUCKOB  PA3BUTUS  KMU3HEYTPOXKAIOLIMX  OCJI0XKHEHUH. OCHOBHBIM  MPEUMYLIECTBOM
TpaHC(y3Ul 3PUTPOLUTOB sIBJIETCA ObICTPBIN 3((deKT B BHUAE KyNMPOBAaHUS aHEMMU M YJTy4ILEHUs
CaMOUyBCTBHS.

[TokazaHusAMM K MepeMBaHUI0 TPOMOOKOHLIEHTpaTa siBJIseTcs TiyOokas TpOMOOLMTONEHUS.
HauGonee  uvactble  noGouyHble  3¢Q¢eKTbl  FeMOKOMIIOHEHTHOM — Tepanuu:  3apa)keHue
reMOTPaHCMHUCCHUBHBIMU MH(EKUUAMH, MPU ATUTEIbHOM MPUMEHEHUM — MOSBICHWE UMMYHH3ALMU K
COOCTBEHHBIM U JIOHOPCKUM DJPUTPOLIUTAM U TpoMOOLIMTaM, pa3BUTHE MEPErpy3Ku Kele3oM —
noctrpaHcy3MoHHbI  remocuaepo3. BHenpeHue B MPaKTUKY — 3PUTPOMOI3CTUMYIUPYIOIIUX
npenapaToB B MOCJEAHUE FO/ibl MPUBEJIO K CYLIECTBEHHOMY CHUIKEHHUIO 00beMa reMoTpaHcdy3uii.

Pexomenoayus (yposenv ooxazamenvnocmu C). TlepenuBaHus 3pUTPOLMTCOACPKALIMX CPE]

NMOKa3aHbl MPU HAJIUYHUU aHEMHUUYCCKOro CHH/ApPOMA, IIpU 3TOM HCEOTIOKHOCTb M 00beM TpaHC(i)ySI/II/I
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ofnpeJeNsieT CTeNeHb HEeI0CTaTOYHOCTH KpOBOOOpaAllleHWsl, a He ypoBeHb remorjobuHa. Llenesoii
YpPOBEHb IreMoryio0MHa TP MPOBEJCHUH FeMOKOMIIOHEHTHOW Tepanuu 1o/bkeH ObiTh Bhime 70 r/m, a
NIPY HAJIMUUK CepACUHO-COCYAUCTOH naTonoruu 6omnee 90 /.

[lokazaHusIMM K MNEpeNuBaHUIO TPOMOOKOHLIEHTpaTa SABJIETCS YPOBEHb TPOMOOLIUTOB HUKE
10x10%/n. [Ipy HanWMuuKM MOBBIIIEHHOTO TOTpeOJeHUss TPOMOOUUTOB ((heOpuibHas JUXOpajKa,
UH(pEKIMH, HATMUYKe reMOpparuueckoro CHHAPOMa) MM BTOPUYHON KOAryJonaTu W3-3a HapylIeHHs
(yHKLMM TledeHr HEOBXOIMMO MOJIEPIKHBATh YPOBeHb TpoMOoLMTOB Gosee 20x10°% . [Tpyu Hammuuu
npusHakoB JIBC-cuHapoMa MM KpOBOTEUEHHUHU LIENeBOM YpOBEHb TPOMOOLIMTOB, MOALEPKUBAEMBIH €

MOMOIIIBIO TpaHc(y3uii A0KeH ObITh OoJiee 50x10%/1.

OCJIOKHEHWUS ITPU IIM® U TAKTUKA UX TEPAIINN

Haubonee wactbiMu ocloxkHeHUsIM [IM® MoryT SBAATHCS: OIMyXoJeBas HWHTOKCHUKALMs,
CTUIEHOMeranusi, aHemus, WHQEKIHOHHbIE OCIOXHEHHUS, TPOMOOLMTONEHUs U TeMopparuyecKuii
CUHIPOM, HajJM4yhe Oo4YaroB OSKCTpaMely/UIApHOTO  KPOBETBOPEHHUS, TpoMOO3bl, OnacTHas
TpaHcopmalsi, MOYEKHCIbI auaTe3 (BTOpMYHas Tojarpa), BTOPUUHBIM remocuaepo3. Hike
NpUBeACHbl PEKOMEH AU 10 NMPO(UIAKTHKE U JICUSHHUIO OCIOKHEHHI.

OnyxoJ/ieBasi HHTOKCHKALHSL.

Jluxopanka, TMpOJHMBHbIE TMOTHI M TMOTEPs Macchl Tela YacTo SBJSIOTCA MEPBBIMU
NposiBIEHUsAMU  3a00sieBaHusl, HauboJiee CHIIbHO OecrnoKOAMMHU OOJIbHBIX, W O0O0YCIIOBJIMBAIOT
oOpamieHMe K Bpauy 3HAuMTENbHOW YacTM MNalMeHTOB. TpaaulMOHHAs Tepamusi, B BHUE
T'MAPOKCUMOYECBHMHBI, KaK TPaBWJIO, TPHUBOJUT K HEKOTOPOMY YMEHBIICHHIO BBIPAXKEHHOCTH
OMyXO0JIeBOM HWHTOKCHUKALIMM, HO TMOJIHOCThIO ee He KynupyeT. bombmum sddextom obGnanaer
NpUMEHEHHE TIIOKOKOPTUKOWAOB M MMMYHOMOAYJISTOPOB, a TaKKe HMX KOMOWHALMHM, KOTOpBIE Y
3HAUMTEJbHOW YacTH MAalMEeHTOB MPUBOJAT K YMEHBIIEHWIO HapyIIeHWH CEeKpelMH LWTOKMHOB |
YIYYLIEHUIO UX cocTosiHus. Haunbonee s ¢pekTuBHBIMM TpenapaTaMy, OKa3bIBAIOUIMMH BIHMsSHHE Ha
YPOBEHb MMPOBOCTIAIUTENBHBIX LINTOKWHOB B HACTOSIIIEE BPEMs SABIISIFOTCS MHTMOUTOPBI SHYCKWHA3, YTO
nonreepxkaeHo uccienoanueM COMFORT-Il, B koTtopoMm cpaBHuBajics JPQPeKT JeueHus
PYKCOJIMTUHUOOM M CTaHJapTHBIMHU MeToJaMu Tepanuu. [136, 137].

Pexomenoayusi (yposenv ooxazamenvrocmu B). HaubGonee »ddeKkTHBHBIMU criocobaMu
Ky[UpPOBaHWS CHUMIITOMOB OIYXOJI€BOM HMHTOKCHKALIMK SIBISIFOTCS TMPUMEHEHHWe WHIMOMTOPOB

AHYCKHHAa3, INIFOKOKOPTHKOU10B.
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CnieHomeraJius.

VBenuueHue pa3MepoB CeJIe3eHKHU BCIIEACTBUE SKCTpaMeny/UIIpHOrO KpOBETBOPEHMS TaKKe
SBJISIETCS OJHUM M3 YacThix npossiaeHuid [IM® u MoxxeT npeacTaBiaTh 3HAUUTENBHYIO NMPOOIeMy B
nedyeHnu 6osbHbIX. KpoMe (u3nKanbHBIX CUMITOMOB B BUJIE YBEJIMUYEHUS U B3JlyTHs )KHBOTA, PAHHETO
HacbllleHUs, abJOMUHaNBHONH OO0NM CIJIEHOMEraiusi 4acTo MPUBOAWUT K pPAa3BUTHIO HH(APKTOB
CeJIe3eHKHM, CJABJIEHHUI0 OpraHoB OpIOIIHOW MOJOCTH, MOpTajbHOW runepreH3uu. CHHIPOM
TUIMEPCIUIEHU3Ma  BCIIEACTBUE  CEKBECTPallMM  3HAUMTENBHOTO  KOJIMYECTBA KpPOBH, pa3BUTHA
ayTOMMMYHHU3ALMK MPUBOAUT K YCHJIEHUIO BBIPQKEHHOCTH LMTONEHWH. JleueHue crieHoMeranuu
MOXeT MPOBOJAUTBCSA C MOMOUIBIO JIEKAPCTBEHHBIX MpenapaToB WM onepaTHBHbIM myTeM. Haunbonee
yacto npumensercs ruapokcuMoueBuHa [130]. OnpHako JieueHUE THIPOKCMMOUEBUHONM MOKET
NPUBOJUTH K YCYTyOJI€HUIO LIUTONEHHH, MPU 3ToM 3(deKT eueHus: HecToeK M HabJroAaeTes yaiie y
00sbHBIX cO cruleHoMeranueid Menee 10 cm Hmke pebepHoit nyru [114]. [Ipu HenmepeHOCHMOCTH WM
PE3UCTEHTHOCTH K T'MIPOKCMMOYEBHMHE MOXKHO MCIOJb30BaTh OycynbdaH, Mpu 3TOM HEOOXO0aUMO
YUUTBIBaTh UX 0OOJiee YacTyr IeMaToJOrMYecKyld TOKCHUYHOCTb. MOTYT MPUMEHSATHCS MHTMOUTOPSI
JAK2 (pyKcoauTUHHO).

CreHPKTOMMsT  sIBIsieTCs  albTePHATUBOW  MEAMKAaMEHTO3HOMY  JIeUeHHMI0,  Korja
neKkapcTBeHHas Tepanus HeaddexkTuBHa a1O0 MIoxo nepeHocurcs. [loBblieHHe reMorio0uHa MOKeT
HaOoaThes Yy TOJIOBUHBI OOJIBHBIX, YMEHblLIEHHE TPOMOOLMTONEeHUH 4yTh MeHee ueM y 30%
NalKUeHTOB, MEPEHECIINX CIJIEHIKTOMHUIO.

JlyueBass Tepamusi Ha 00NacTb Celle3€HKM MOXET YMEPEHHO YMEHBUIUTh KIMHUYECKHe
CUMIITOMBl M pa3Mepbl CeJe3eHKM Yy OOJIbHBIX M MNpUMeHsieTcss Mpu  Hed(P(PEeKTUBHOCTU
MEJMKaMEHTO3HON Tepanuu M HEBO3MOYKHOCTH WJIM OTKa3e OT CIUIEHIKTOMUM. JleueOHblil addexr
Jly4eBOM Tepanuu He MPUBOJAUT K TMOJHOMY YCTPAHEHMIO MaTOJOrMYECKMX CUMIITOMOB, HECTOEK U
JUIMTCS BCEro HECKOJbKO MecsueB. O0nyueHue, Kak npaBuio, MPUBOAUT K YCUJICHHUIO LIMTONEHUH, UTO
o0ycioBiMBaeT JyeTanbHOCTh 0koylo 10-15% GonbHbix. [lpu 3TOM JyueBas Tepanusi MPUBOIAUT K
pa3BUTHIO JIOKaJbHOro (prbpo3a 1 00pa30BaHUIO craek ¢ OpIOIIMHON U MPUJIeKALLUMU OpraHaMu, 4To,
BIOCJIC/ICTBHH, JIeJIaeT CIUICHIKTOMUIO KpaiiHe ciioxHo TexHuuecku [130].

Pexomenoayus (yposenv doxazamenvriocmu C). YMEHbHEIICHUE PAa3MEPOB CEJIC3CHKU MOMKET
OBITh JOCTUIHYTO TMPH TPOBEJCHUU LIUTOPEIYKTUBHOM Tepanuu (FMIPOKCUMOUEBHHA, OycylbdaH).
HaunGonee 3HauuTenbHbli 3¢ QexT B peayKLUUH CIUIEHOMeraauu okasbiBatoT UHrMOUTOphl JAKZ2. I1pu
Hed(PEKTUBHOCTH MEIMKAMEHTO3HOM XMMHUOTEpalud W HalMYMK OCJIOKHEHUH (pedpakTepHblii

remMoJjin3, MacCCHUBHBLIC PCUUANBUPYIOLIHUE I/IH(i)apKTBI CCJIC3CHKH, CHMIITOMATUYCCKasA IOopTajJbHad
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TUNEPTEH3Us, TSDKeNble TUMepkaTaboIMYeckue CUMIITOMBI) MOXKET ObITh MpOBEJEHa CIUICHIKTOMHUS.
[lokasaHussmMu Ui NpOBEeAEHWs MaJJIMAaTUBHOM JIydeBOM Tepanuu  sBISETCA:  MacCHBHas
CHMITOMATHYECKAs CILUICHOMEralIHs, ¢ YPOBHeM TpoMGouuToB >50x10°1, y nauueHToB, [1s KOTOPHIX
XUPYPruueckoe BMEIaTebCTBO MPOTUBOMOKA3aHO.
AHemus.

[Ipu nnanupoBaHuM JieueHUs: HEOOXOAUMO MOMHUTB, YTO aHemust npu [IM®D MoxxeT HOCUTH
MOJIMATUOJIOTUYHBIA XapakTep M SBJATBCS KakK MPU3HAKOM MporpeccupoBaHus 3a0oJieBaHMsA, TaK U
cieJcTBMeM JepulMTa BUTAMUHOB M MHKPOIJIEMEHTOB, a TakKXKe pa3BUBaTbCAd BCIEICTBHE
conmyTcTBytouleid narojorud. [lostomy B pamkax oOciefoBaHUs MMOMHUMO OMNpeJeSeHUsl YPOBHs
reMor;jioOMHa W 4yucia 3pUTPOLIUTOB HEOOXOJMMO MPOBECTHU MOACYET PETHKYJIOLMTOB, ONpeesieHe
nokasareneii ooMeHa xenesa (ceiBopotouHoe xene3o, OXCC, TpancdeppuH, GeppuTHH), ypoBHEi
BuTamuHa B12 1 onueBoii KUCIOTBI, 3PUTPONIOITHHA.

[lpu neduumre xenesa NpeMMyLIECTBEHHO MOKa3aHO Ha3Hau€HHE MepopalibHbIX MpenapaToB
xkenesa B 103e 4-5wmr/kr unu e menee 200mr B cytku: Copoudep-aypynec, Mansrodep, Deppym-iek
(ocobeHHo mpu 3abosieBaHUAX JKEMyAOYHO-KHMIIEeYHoro Tpakra), ®Depnatym, @Pepperad PeHronsc,
Tapaudepon, Pepporpagymer u ap. KoHTposb KIMHUUECKOTrO aHalM3a KpOBU M OOMEHa kene3a Mpu
JIeYeHUH Lieecoo0pa3Ho MPOBOAUTH exemecsiuHo. Kpurepuem 3((eKTUBHOCTH J€UeHUs sBIseTCS
TIOBBILLICHHE YPOBHS reMorjioduHa 10 HOpMbl MM Gosiee yeM Ha 15-20T/1 OT MCXOAHOTO YPOBHS B
TeuyeHue Mecsiua JedyeHus. [locne HopMmanu3auuMu ypoBHsS TeMOrJoOMHA Ui BOCIOJIHEHHS 3aracoB
’)Kejleza B OpraHusMe MpUeM ero mnpenapaToB Lieaecoo0pa3HO MPOJoJKaTh OKOJO Tpex MmecsleB. B
JanpHeilmieM nepuoauuecku 1 pas B 3-6 mecsleB HEOOXOJMMO MPOBOANUTH KOHTPOJIb IMOKazaTenei
¢eppocraryca [91].

[Ipu neduumre BurammHa B12 noka3aHo napeHTepaibHOE BBEAEHME LMaHKOOalaMMHA B
JIO3UPOBKE, COOTBETCTBYIOLLEH CTENeHH TSHKeCTH aHeMuM. B TeueHue mnepBoro mecsua JieueHUs
OpPUEHTUPOBOYHbIE JO3UPOBKU sIBIAOTCS ciaenyomuMu: 200 MKr B CyTKM MNpHU aHEMHUM JIErKoi
crerneHu, 400 MKr B CyTKu Nnpu aHeMuu cpejHeil cteneHn U 600 MKr B CyTKM MpU aHEMUU TSKENOn
crenenu. [ToaaepkuBaroinas 1o3a nuankodbanamuta cocrapisger 200-500mkr exxemecsiuto [76].

[Tpu ponueBoaedpuuUTHON aHeMUM Ha3zHauyaeTcs (oJMeBas KUCJIOTa, OPUEHTHPOBOYHAs 1032
C YYETOM YacTbIX COMYTCTBYIOLIMX 3a00J1€BaHUI C HAPYIIEHUEM BCAChIBAHUS COCTABISIET S MI' B CYTKH.
[Tocne HopManM3alMK ypoBHS reMorjio0uHa 1esiecoo0pa3Ho MpoBeACHUE MOANEPKUBAIOLIEH Tepanuu
B n103¢ 1 mr B cytku [91].

Cneunqmqecxaﬂ CTUMYJIALHS SPHUTPOINIOd33a MOXKET TaKKE IPOBOJUTLBCA WM € IMOMOUIBIO
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APUTPOMNOIZCTUMYIUPYIOLIMX TpenaparoB. OTBeT Ha Tepanuio HaOioAaeTcs MPUOIU3UTENBHO Y
MOJIOBMHBI OOJILHBIX U MPOJI0JbKaeTcs B cpenHeM rox [113].

Jns BO3AEHCTBMA HAa MMMYHOJIOTHYECKME MeXaHW3Mbl pa3BuTus aHemuu npu [IMD wu
HOpMaJiM3alMud LUTOKMHOBOrO OajlaHca MOTYT ObITh HMCIMOJIb30BaHbl TIIOKOKOPTUKOMIbI B HU3KUX
J103aX, aH/IPOreHbl U UMMYHOMOYJISATOPHI (B paMKax KIMHUYECKUX uccieaoBanwmii) [91,115].

[Ipy Hanuuuu cCruleHOMErajauM W CHUHJPOMAa TUMEpCIIEeHH3Ma YMEpPEeHHOEe [MOBbIIIEHHE
reMorjiooMHa MoxkeT HabroJaTbes Mocie CIIEH3KTOMUHU.

Pexomenoayus (yposenv ooxaszamenvrocmu C). C 1eNbl0 KOPPEKIUM aHEMUU B TIEPBYIO
ouepelb HEOOXOAMMBbI OLEHKa W KOppekuus JAedulura BUTAMUHOB M MHUKpodjgeMeHToB. C
OCTOPO’KHOCTBIO BO3MO>KHO HA3HA4€HHE JPUTPOMNOIZCTUMYJIUPYIOLIMX areHToB. BosneiicTBue Ha
MMMYHOJIOTUYECKME MEXaHM3Mbl pa3BUTUA aHEMHM JOCTUraeTcsi TMPUMEHEHHWEM aHJIPOreHOB,
IIIOKOKOPTUKOMAOB. [lpy  Hanuumum  BBIPA)KEHHOrO  aHEMMYECKOro  CHHAPOMA  MPOBOJSATCS
reMoTpaHcQy3uH.

HNudexnuoHHbIE 0CI0KHEHH.

JleiikoneHust W HEHUTponeHus, SBIAIOLIMECS MHOrAA MNpPOSBIEHUAMHU  3a00JieBaHUs
00yCJIOBIMBAIOT TMOBBILIEHWE YAcCTOThl BO3HWKHOBEHHUS MH(EKLMOHHBIX OCIOXHEHUH Y OOJbHBIX
[IM®. OrnpeneneHHbl BkIaa B pa3BUTHE MMMYHOAe(QULMTAa BHOCUT M LIMTOKMHOBBIN AncOanaHc,
ABIIAIOUIMICA  OOHMM M3  KJIIOYEBBIX 3BEHbEB MaroreHe3a. JlekapcTBeHHble Mpenaparhl,
npumeHsowuecs ia sedenuss [IM®, Taioke MoryT ycyryonsth HeWTponeHuto. MHdekunoHHble
npouecchl y 60sbHbIX [IM® yacTo nporekatoT aTUNMYHO. Tak Kak MOBBILIEHHE TeMIepaTypbl, B TOM
yucie U (pedpuiibHOE, MOXKET SIBJIATbCS U CUMIITOMOM OIYyXOJIEBOW MHTOKCHUKALMM, MO3TOMY 1e0HOT
MH(PEKIMOHHBIX OCIOXHEHUI MOKET ObITh MPOIYIIEH.

Ho wuaeHtudukauum  Bo3OyauTesns, OOJbHBIM, B CBSI3M C YaCTbIM  HaJIU4YHMEM
KOMOMHHMPOBAHHOIO MMMYHOJe(pHLMTA J0JKHA ObITh Ha3HAUEHa SMIUpUYEcKas aHTHOaKTepualbHas
Tepanusi € HCMHOJb30BaHUEM AHTHMOMOTHKOB, MEPEKPbIBAIOIMX BeChb CMHEKTP HH(EKLMOHHBIX
BO30yauTeNel B MakcuMalbHbIX  jgo03aX.  Kpurepuem 3 (EeKTUBHOCTH  3MIIUPUUECKOM
aHTUOAKTEepPUAIbHOW Tepanuu sBIdeTcs yJIydlleHHe WIM CcTaOuiau3auus COCTOsSIHUS OO0JIBHOTO,
MCUYE3HOBEHHUE KIMHUYECKUX MPOSIBICHUH HHPEKLMH U TUXO0paJKkH B TedeHue 3-5 cytok tepanuu. [Ipu
HejocTaTouHOM 3¢ dekre HE0OXO0AMMO Ha3HAUMUTH Jpyrue aHTUOMOTUKM WM MX KOMOMHALMIO ¢
YUYETOM KJIMHUYECKMX JaHHbIX M PE3yJbTaTOB MCCJIEJOBAHUI MHUKPOQIIOpPHl Ha UyBCTBUTEIBHOCTh K
antuOnotukaM. Ilocne BbIABIEHMS BO30yauTeNss M OMNpelesieHUs ero  WHAMBUIYaJbHOMU

YYBCTBUTCJIbHOCTHU aHTI/I6aKTepI/IaJ'IBHa${ TEparnus AO0JI’KHa OBIThH palyoHaIU3UpOBaHa BBI60pOM
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HaunOonee adekruBHoOro npenapata [138, 139, 140, 141, 142, 143].

B cnyuae, korpa uaentudukanus Bo30yauTeNnst He MpUHECTa pe3yibTar, a NepBOHavYalbHas
cxema sSMmnupuueckoid Tepanuu  Hedp(PEKTMBHA HEOOXOJMMO  MCKJIIOUYEHUE BHUPYCHOTO U
MUKOTHYECKOTO reHe3a MHPEKLUMOHHbIX oc0kHeHuH. [1py yxyamenun coctosaHus 6onbHoro nocie 4-
ro JHsA JIMXOPaJKU JO0JDKHA HA3HAuaTbCsl aHTUMMKOTHYECKas Tepanus TaKUMU MpenapaTaMmy Kak
uTpakoHazosn (oOnamaeT OTPULATENBHBIM WHOTPOIHBIM JIEHCTBMEM), BOPHKOHA30JI, T03aKOHA301,
aM(OTEepULIMH B pa3IMYHbIX MOAU(PHUKALMAX, KacOopyHIMH, MUKadyHTHH), 0COOEHHO NMPH OTCYTCTBUH
AHTUMHMKOTHUYECKON TMpodMIaKTUKK nepen Hayanom nuxopanku [144]. TlpotuBoBupycHas Tepamnms,
HampaBJieHHasi MPOTHB BMPYCOB MPOCTOrO reprieca U LUTOMerajoBupyca (alMKIOBUP, BaTalMKIOBHD,
raHIMKJIOBUP, BalTaHUMKIOBHP, (AMUIMKIOBUP) MOXKET ObITh Ha3HayeHa /O TMOJATBEPKACHHS
ceposornueckumMu unu [P Meromamu npu HanMyuyM XapaKTepHbIX KIMHMYECKUX TMPU3HAKOB
nopaskeHuii (My3bIpbKOBbIE MOPAKEHMST KOXKH U CIU3HUCTHIX, SI3BBI C HEKPO30M, 330(arut, aTUIUYHbIE
JIeroYHble HHPUIBTPATHI, peTUHUT) [145].

[Ipn MHQEKUMOHHBIX OCIOXKHEHMAX, BO3ZHUKIIMX Ha (oHe HEeHTPOoneHUH BO3MONKHO
ucnonbe3oBanue [-KC® 5 mxr/kr/cyT, a Tarkoke yenoBedeckoro MMMyHornooynuHa B no3ax 0,2-0,5r/kr
3-5 nHeit u npoBeaeHue miasmadepesa ¢ LebIO Ae3MHTOKCUKALMU U YJTyUYIIEHUS! YyBCTBUTEILHOCTH K
JieKapcTBEHHBIM Mpenaparam [146].

Pexomenoayus  (yposenv  ookazamenvnocmu C). Y 3HaYUTEBHOM 4YacTH  OOJBHBIX
TIIATEJIbHBIE MEPONPUITHS M0 UAEHTU(GUKALUKU BO3OYAMTENS MPU MUHPEKLUMOHHBIX OCJIOKHEHHUSAX He
NpUHOCAT pe3ynbTaToB. HeoOxonumo o61en0BaHue ¢ MaeHTU(UKaLEM BO30yAUTes U ONpee/ieHueM
VHIMBUAYalbHON YyBCTBUTEILHOCTH. [0 MOMydeHus pe3ybTaToB 00cae10BaHus MU MTPU OTCYTCTBUU
pe3yJbTaToB J0JKHA ObITh HA3HaYEHA AMMUpPUUEcKas aHTHOaKTepralbHas Tepanus ¢ UCMOJIb30BaHUEM
aHTUOMOTHUKOB, MEPEKPHIBAIOLINX BECh CMIEKTP MH(PEKLIMOHHBIX BO30YyqUTeIel B MAKCUMANIbHBIX J103aX,
npu He0OXOAUMOCTH, MPOTUBOBUPYCHBIX U MPOTUBOTPUOKOBBIX MpenapaTos.

TpomOounToneHns 1 reMopparu4ecKuii CHHAPOM.

KnuHndeckum nposiBiieHHEM TPOMOOLIMTONEHUH SIBJISETCS FeMOpparuuyeckuii CHHAPOM B BUJE
pa3BUTHA CIIOHTAHHON KpOBOTOYMBOCTH. ONpeleNeHHbl BK/IaJ B Pa3BUTUE IeMOpparuii BHOCHUT U
BTOpPUYHAs KoaryJomnaTus, CBsi3aHHas C HapylIEeHHeM MPOIYKUHUU (AKTOPOB CBEPTHIBAHUS MEUYEHbIO
BCJIEJCTBUE TOBPEKAEHUS MAapeHXMMbl Ouaramu 53KCTpPaMENYJISIPHOrO TeMOIo33a W MOpPTalbHOM
runeprensuu. llpuunnamu passutus TpomOouutoneHuun npu [IM® moryt ObITH yMeHblUEHHE
BbIpa0OTKM TPOMOOLMTOB M MX MOBBILIEHHOE pa3pylieHue. CHuxeHUe o0pa3oBaHUs TPOMOOLIUTOB

4acTo O6yCJ’IOBJ’IeHO AKTUBHOM nponmbepaul/leﬁ MaToJOIrM4Y€CKOro KjoHa € rnoaaBJI€HUEM HOPMAJIbHOI'O
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reMornos3a M pa3BuUTHeM (uOpo3a KOCTHOrO MO3ra. YMEHBbIIEHHE YHCa TPOMOOIMTOB MOXKET
NPOUCXOJUTh M3-32 MX MOBBILIEHHO!N NECTPYKLUMH B CeJe3eHKE BCIIEACTBHE TUIEpCIUIEHH3Ma TpH
CIJICHOMETaIMU U 00pa3oBaHMs ayTOAHTUTEN K TpoMOOLMTaM M MerakapvonurtaMm. TepaneBTuueckas
TaKTUKa TpU TPOMOOUUTONICHWH JIOJDKHA OBITh  HAmpaBieHAa Ha YCTPAHEHHWE TPUUYUHEI
TpOMOOLIUTOTIEHNH U TPO(UIAKTUKY reMopparudeckoro cuHapoma [147, 148]. [Ipodunakruka
OCJIO)KHEHHUI JIOJKHA OBITh HampaBlieHa Ha YJy4lleHHe COCTOSHUS COCYIMCTOIM CTEHKHM ¢ MOMOUIBIO
Ha3HaueHus npenaparoB BurtamuHa C, acKOpyTHHA, 3TaM3uiata (IMIUHOHA) U UCKITIOYEHUs (aKTOpOB
prcka — HOpMalKM3alus BEHO3HOTO JaBiieHHs (yMEHbLIEHHE MOPTalbHON T'MIIEPTEH3UH C TOMOIIBIO
OeTa-0J10KaTOPOB, 0JOKATOPOB KallbIIMEBBIX KaHAJIOB, COCYJAMCTOrO HIYHTUPOBaHHs), NPODUIAKTHUKH
NOpakeHWs CIM3UCTHIX (YBIaXKHEHHE CJIM3UCTOM HOCA, CEKPETOJMTHKM Uil  TPOQUIAKTHKU
A3B000pa30BaHMs, MeCTHas Tepanus TeMOPpPOMAAbHBIX BEHO3HBIX  y310B). [lepenuBanue
TPOMOOLIUTHOTO KOHLIEHTpaTa MMEeT KpaTKOBpEMEHHBbIH 3(pQeKkT M 1enaecoodpa3HO TOJIbKO MpH
HaJIMYUU TeMOPParMueckoro CHHAPOMAa WJM TPU BBICOKOM PHUCKE KPOBOTEUEHUH, K TOMY K€ Mpu
MHOTOKPATHBIX TpaHC(y3usiX MOKET pPa3BUThCS PE3UCTEHTHOCTb K TMeEpejMBaHUsIM B CBA3M C
ayroummyHuzauued. lna xoppexkuun JIBC-cuHapoma M HapylleHWIl Mia3MEeHHOTo 3BeHa remMocTasa
TaKKe MPUMEHSAIOT TepeMBaHus CBEKE3aMOPOXKEHHOW TMla3Mbl B a/IeKBAaTHBIX 032X U BBEACHUS
pekoMOMHaHTHBIX (hakTopoB cBepThIBaHus [91].

Pexomenoayus (yposenv ooxazamenvrocmu C). JIng npodUIakTUKA KPOBOTEUEHHUM Mpu
TPOMOOLMTONIEHUH HEOOXOIUMO TPUMEHEHHE reMOCTaTHKOB, TIPENapaToB YKPETUISIOUIMX COCYAUCTYIO
CTEHKY, KOpPPEeKLMsl COMYTCTBYOIEH MaTonoruu. Ilpyu MoBBIIIEHHOM pa3pylleHHMH TPOMOOLMTOB B
celie3eHKe MOJKET OBbITh MPOBeJIeHa CTIJICHIKTOMHUS.

Ouaru 3KcTpamMeIy IJISIPHOTO KPOBETBOPEHUS .

[TpuurHO¥ BO3HMKHOBEHHUSI OUaroB HKCTpaMeIyJUIIPHOTO KPOBETBOPEHUS SIBISIIOTCS rpyObie
HAapyLIeHUsT CTPOMAJIBHOTO MHUKPOOKPYKEHHUS, BBI3BAHHBIC OMYXOJIbIO, M, Kak CJeJCTBUE,
NPOHUKHOBeHWE B repudepudeckuii KPOBOTOK  KJICTOK-NPEAIIECTBEHHUKOB, B TOM 4YHCJIe
remornodtuueckux ctBosioBeiX Kierok (['CK) [149, 150]. Hanuume noKanbHBIX KIMHUYECKUX
CUMIITOMOB, CBSI3aHHBIX C SKCTpaMeIyJUIIpHBIMU Oo4YaramMu SIBJSeTCs MMOoKa3zaHUeM K MECTHOH JyueBoii
Tepanui B HU3KUX Jo03ax (B pasoBoit mo3e 1 ['p, kypcoBas noza 10 I'p) [151, 152, 153].Ilpu
CKOTJICHUH KMJKOCTH B MOJOCTSIX BO3MOXHO MpPUMEHEHHWE TIIeBpajbHbIX MYyHKUMI M MapaleHTes3a C

BBITNTOJIHEHWEM IJIEBPOAC3a.
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Pexomenoayus  (yposenv ooxazamenvnocmu D). CUMNTOMBI CHaBICHUS OIMYXOJEBBIMU
oyaram MOryT ObITb KyNHMPOBaHbl MECTHbIM NMPUMEHEHUEM J1yueBoii Tepanuu. CKOIUIEHUE KUAKOCTH
B M0JIOCTAX MOXKET ObITh KYIUPOBAHO MPOBEJAECHUEM MyHKLHH.

Mouexkucanlii Anate3 (BTopuyHas mnoaarpa).

Jlns npopunakTUKM JTAHHOTO OCJIOKHEHHMS B TEpPBYIO Ouepellb CleAyeT KOHTPOJMpPOBATh
YPOBEHb MOYEBOH KHUCIOTHl BO BpeMsl MEpPBUYHONW AMArHOCTUKW W TMPU MPOBEJCHUMU JIEUEHUs J10
HOpMalM3alkMy Yuciia JEHKOUMTOB M pa3MepoB ceneseHKH. [Ipenynpeauts nposiBieHHe CHUMIITOMOB
TUIIEPYPUKEMUM MOJKET aJeKBaTHas CKOPOCTH JIM3MCa OMyXOJIM TuapaTalusi C Ha3HaueHUeM
rUIpOKapOOHATHBIX MHUHEpaNbHBIX BOJA A MpeayNpexAeHUs BbIMaJeHUs B OCAaJOK KPHUCTAIOB
MOYEBOM KMCIIOTHI B MIOYKAX ¥ Ha3HaueHue ajionypuHona B qo3ax 300-600mr/cyT ¢ Koppekiueii 1036l
B 3aBUCHMOCTH OT YPOBHS MOUEBOI KUCIOThI CBIBOPOTKH KPOBH.

[Tpu pa3BUTUM Mogarpuyeckoil aTaku MPUMEHSIOTCS HEeCTepOMIHbIE MPOTHBOCMAIUTENbHBIC
CpeJICTBa NMepopajbHO U MECTHO Ha 00J1acTh cycTaBa B Buje Maseii u reneit (Humecynusa, lenekokeuo,
Menokcukam, Jlukinodenak, MoOynpoden). Ilpu Hammuumu MoyekamMeHHOW O0OJI€3HU TPOBOJISAT
npodunakTUKy 00OCTpeHHI  XpoHMYecKoro muenoHedpura ypocentukamu (HurpokconuH,
[MunemunoBas kuciora, GpuTonpenaparbl TOJIOKHIHKH, OPYCHUKH), MPU OaKTepHUalbHBIX 000CTPEHUSX
nuesoHegpuUTa MNPUMEHAIOT AHTUOMOTHUKM LIMPOKOrO CHEeKTpa: (TOPXHMHOJOHBI, MaKpOIUIbI,
AMHHOTJIMKO3UIbl B COYETAaHUM C MPOTUBOMUKPOOHBIMU TpenapaTaMyd HUTPOQypaHOBOTO psija U Ap.
boicTporo cHukeHUst ypoBHS MOYEBOI KMCIOTHI KPOBU MOYKHO AOOUTHCS MpUMEHEeHHeM a(@epeHTHbIX
METO/IOB — YJIbTpaduIbTPaLMU KPOBU C KPUOTIIa3MOCOPOLUEH.

Pexomenoayus (yposenv doxkazamenvrocmu D). Hannuue ormyxoieBoit Macchl U JIM3UC KIIETOK
npu [IM® moxet BbI3BaTh pa3BUTHE THIIEPYPUKEMHUM M BTOPUUHON moaarpsl. [{ns npodunakruku ee
pa3BUTHA HEOOXOAWM KOHTPOJIb YPOBHS MOYEBOW KHUCJIOTbl CHIBOPOTKM KpPOBH, IpUMEHEHHE
a/IeKBaTHOM rujaparauuu v ajulonypuHosa. [Ipu pa3sBUTHM rUNepypuKeMUM M MOJArpuyeckoil ataku
MOKa3aHO MPUMEHEHNE HECTEPOUAHBIX aHAIbI€TUKOB, aJJIONYPUHOIIA, KPUOILIa3MOCOPOLIMH.

BropnuHblii reMocuaepos.

JlnurenbHoe wHcnojb3oBaHWe TpaHcdysuii B Tepanuu [IM® B cBA3M € OTCYTCTBHEM B
OpraHu3Me AakTMBHbIX MEXaHW3MOB BBbIBEJICHMs JKejle3a M OrpaHUYEHHON BO3MOXHOCTHU €ro
JICMOHUPOBaHUs B TMEuYeHH, MpHU KojudyecTBe TpaHcdysuii 6onee 20-25 103 MpUBOAUT K Pa3BUTHIO
BTOPUYHOTO TE€MOCHJIEPO3a, XapaKTepU3YIOLIErocs MHTEPCTULMAIBHBIM HAKOIUIEHUEM JKene3a B
opraHax W TKaHAX. HaubOonee uacTbhle KIMHUYECKHME TIPOSABICHHUS TeMOCHIEpO3a CBS3aHbl C

Nopax€HMUEM cepua, ICUYCHHU, HO,I[)K@J'IyI[O‘IHOﬁ KCJIC3bI, CCTYATKM TIJia3a. Tepanmo MnpenapaTom
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DKCUIDKaZ peKOMEHIyeTcsi HauuHaTh rnocie TpaHchysun npubnuzutensho 20 eaumuun (okonso 100
MII/KT)  SpUTpOLMTapHOW Macchl | Oojiee, WJIM TPU HAJIMYUM  KIMHUYECKUX  JIAHHBIX,
CBHJICTENILCTBYIOLIMX O Pa3BUTHUHM XPOHUYECKON Meperpys3kH kene3oMm (Harmpumep, Mpu KOHLEHTPaLn
(deppuruHa B ceiBopoTke Oosiee 1000 mkr/m). Jlo3bl (B MI/Kr) cieayeT paccUUTHIBATE U OKPYTJISThH
MaKCHMaJbHO OJIM3KO K J103e uenoit Tabnetku (125mr, 250mr, 500wmr).

[leperpyska jxene3oM MOXeT OBbITh CKOPPEKTHMpPOBaHA NMPUMEHEHHEM XeJaTOPHOW Teparnuu
[154]. 13 xenaTopoB xkeJje3a B HacTosiee Bpems, B Poccuiickoii deaepaiyiy 3aperucTpupoBaH TOJIbKO
Hedepasupoke (Dxcumkan). lllupoko mnpumensiBmuiics B mpouuioM jAedepoKCaMHH CHAT C
NpoM3BOJCTBA, a albTepHATUBHbIN Jedepasupokcy mpenapaT jAedepanvpoH B PO He
3aperucTprUpOBaH.

Pexomenayemas HayanbHas cyTouHas Ji03a npenapara JKcupka coctapisier 20 Mr/Kr Macchl
tena. J[ns manuMeHToB, MONy4aroUMX TpaHCHY3UU SpUTpouMTapHO Macchl Gojee 14 mu/kr/mecsiy
(mpubnu3uTensHO Oosiee 4-X eAMHMIL KPOBU B Mecsll Uil B3POCIbIX), C IEJbI0 YMEHBIICHHUS
KOJIMUECTBA jKejie3a B OpraHu3Me, MOXKeT ObITh PacCMOTPEHO MPUMEHEHHe HaualbHOI CYyTOYHOM J103bl
30 wmr/kr. Jlas manMeHToB, MOJydYaroIiuxX MeHee 7 MIi/Kr/Mecsl] 3pUTPOLIMTAPHONM Macchl
(mpuONM3UTENLHO MeHee 2-X eJWHUL KPOBM B MeCsl Uil B3POCIBIX), C LB TOAICPIKAHUS
HOpMaJIbHOIM KOHIIEHTpALMK JKelle3a B OpraHu3Me MOXKeT ObITh PaCCMOTPEHO MPUMEHEHHEe HaYalbHOM
CyTouHOM 10361 10 MI/KT.

PexomennyeTcss exemMecs4HO KOHTPOJIMPOBATh KOHUEHTpAlMi0 (eppuTHHA B CHIBOPOTKE W TIPH
HEOOXOIMMOCTH MPOBOJAMTL KOPPEKLMIO JI03bl Mpernapata DKcuaxkal Kaxable 3-6 Mecsues,
OCHOBBIBASICh Ha M3MEHEHMSAX KOHLEHTpauuu (eppuTHHA B CHIBOPOTKE KpoBU. Koppekuuio n03bl
cllelyeT MPOBOJAWTH <«qmaramu», <qar» coctaBiser 5-10 mr/kr. HanpaBneHue KoppeKTHpYHOMINX
W3MEHEHHUH NI03bl OTpeJenseTcs WHIUBUIYalbHON 3((EeKTUBHOCTBIO JICUSCHUS! U TepaneBTHYeCKUMU
3aja4amu (Mojajep’kaHue WM yMEHbIIeHHe coaepkanus xenesa). [Ipu HeaddexTrBHOCTH Npenapata
B 03¢ 30mr/ kr (KoHUeHTpalus GpeppuUTHHA CBIBOPOTKU coXpaHseTcsi Ha ypoBHe > 2500mkr/ 1), 103y
cienyet yBenuuuth 10 40 mr/ kr. He pexomenayercst npumenenue no3bl 6osee 40 Mr/Kr, MOCKOJIbKY
OMBIT MPUMEHEHHs Tpernapara B Oojee BBICOKMX JA03ax orpaHuyeH. [lanueHtam mnpu OOCTHXKEHUH
LeJIeBOM KOHIEHTpaimu GpepputuHa cbiBOpoTKH (00b19HO 0T 500 Mkr/n 1o 1000Mmkr/n) HeoOXoanMO
npeaycMoTpeTh nocteneHHoe (¢ «marom» 5-10Mr/kr) cHKeHWe J03bl TpenapaTa Ui TOro, 4To0bl
obecneunTh MOJAEPKaHWE KOHLEHTpaluu (eppuTHHA B CBIBOPOTKE  KPOBU B OTOM IIE€JI€BOM
nuanasoHe. Ecnu koHueHTpauusi (eppuTHHA B CHIBOPOTKE cylecTBeHHO Huke 500 mkr/i, ciemyert

PACCMOTPETL BONPOC O MPEPbIBAHUUN JICUHCHH TIpCriapaToM DKCUKa.
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ookaszamenviocmu  C).  HeobOXxoaumocTb  mpoBeJeHUs

(vposens

reMoTpaHc(y3MOHHOI Tepanuu 00yCJOBIMBAET PUCK Pa3sBUTHUS BTOPUUHOTO MOCTTPAHC(Y3MOHHOTO

Pexomenoayus

remocueposa y 6oabHbIX [IM®. KoHTpons coneprkanus xenesa B opraHmsMe (peppuTHH CHIBOPOTKU
KpOBH, BO3MOKHO TipoBeieHre MPT neuenu B T2 pexxnme) HeoOX0IMMO HaYMHATB TIoclie TpaHChy3uii
oonee 20 no3 spurpouutos. [Ipu HanMuMK NPU3HAKOB NEPErPY3KH JKEJNE30M HEOOXOAUMO MPOBEJECHUE

XeJlaTOPHOM Tepanuu Moj KOHTPOJIeM YPOBHS (eppUTHHA CHIBOPOTKU KPOBH, KaK yKa3aHO BbILLE.

MOHUTOPHUHI' U OHEHKA SO®EKTUBHOCTHU JJEYHEHUS IIM®

Jns  oueHku S(Q(EKTUBHOCTH Tepanud U BbISBIEHUA TOKCHMYHOCTH  HEOOXOIUMO
CBOEBpEMEHHOE MpoBeJeHHe OLEHKH 3((EKTUBHOCTH Tepanuyd C TOMOIIBI CTaHAapTU30BaHHBIX
METO/IOB, YTO MO3BOJIMT MOJYYUTh TOUHbIE JaHHBIE O Pe3yJibTaTax MPUMEHEHHs Pa3JIMUHBIX CIIOCOO0B
JIeYeHUs U CUCTEMAaTH3MPOBATh TAKTUKY TEPANUU C LIEJbIO €€ MHAUBUIYaTU3aluu.

B 3aBUCMMOCTH OT METOJIOB OLIEHKM M CTEMEHH MOJAABICHHUS OMyXOJEBOr0 KJIOHA BBIAENSAIOT
pas3nuyHble BUAbI OTBETA: KIMHUKO-TeMaTOJOrMYeCKUi, LIMTOT€HETUUECKHUI U TUCTOJIOTUUECKUA.

KnuHHMKO-reMaToNoriueckii OTBET OLIEHMBAETCS MO HAJMUYMIO WJIM OTCYTCTBHIO CHMITOMOB
MHTOKCHUKAIIMHM, CIUIEHOMErajuu, rnokasaTelsiM KPOBM M MOXET ObITh MOJHBIM WJIM YacTUYHBIM, a
TaK)Ke CBHJICTENILCTBOBATh O MporpeccupoBanun 3aboneBanus [155]. Kpurtepuum omnpenenenus

KIIMHUKO-TE€MaTOJIOTMYCCKOro OTBETAa NNPUBCICHLI B Tabn. 11.

Tabnuna 14.
Kpurtepuu kimHuKo-remaTojiornyeckoro orpera npu jgedeHuu [IM® (IIM®, noct-UTIMD,
noct-OTM®).
Kpurepnii IoaHblii 0TBET YacTHYHBIii 0TBeT IIporpeccus
CuMnTOMBI OrcyTcTBHE CHMITOMOB IMosiBNeHHE CUMIITOMOB
WHTOKCHKALIUH
CeneseHka He nanenupyercs YMeHblIEHUE pa3MepoB VBenuueHue paamepon
ceneseHkn >50%mpu pazmepax ceneseHkn >50%mpu
<10 cm Hmke pebepHOi xyru pa3mepax <10 cm HIKe
WM CHIDKEHHE pa3MepoB pebepHoit nyru
ceneseHkn >30% mnpu pa3Mepax | WM yBENTHYEHHE Pa3MepoB
>10 cm HIKe pedepHOit Tyru cenesenku >30% npu
pa3mepax >10 cm Hike
pebepHoit nyru
Temorno6uH >120r1/n; Veenuuenne Hb>20r/n, Ho CHuxenue Hb>20r/n nnu

IJT1 OOJIBHBIX
CO CTaOMIIEHBIM

<120r/n npu OTCYTCTBUH
3aBUCHMOCTH OT TpaHcy3uii uiam

BO3HWKHOBEHHUEC
3aBUCHUMOCTHU OT

Hb>11Q/n He cHIKeHHe norpebHocTH >50%B TpaHchy3ui
HY>KAAIOLUXCS B TpaHcdy3usax WITH TIOBBILIEHHE
reMoTpaHchy3usx norpe6HocTn >50%B

TpaHchy3uax ais OOJIbHBIX,
HYKJAIOMINXCS B
reMoTpaHcy3usax




64

JleiikouuTsl 4 —10x 10%n CHmxenne >50%0e3 [ToBbllIEHNE BbILIE HOPMbI
HOPMAaJTU3aLWH NPH JICHKOLIUTO3e WM CHIDKCHHUE HIDKE
>20x 10”9 HOPMBI, HE CBSI3aHHOE C
WK TIOBBILIeHHE OoJiee yeM Ha 1 Tepanuen

x 1079/1 6e3 HOpMaIM3aLMK PpH
JIeHKONEeHUH

<4x 10"
TpoMOOLMTHI 150 — 45 10°/n CHmxenune >50% 6e3 TToBbIlIEHHE BBILIIE HOPMbI
HOPMAJTU3ALIKH [IPU WITH CHIDKEHUE HIDKE
TpomGormrToze >80k 109k HOPMBI, HE CBSI3aHHOE C
unu noseimenue >50x1019/1 Ges Teparnuei

HOPMAJTU3ALUH [IPU
tpomGoumronennu <10k10"9

[{utorenernyeckuii oTBeT (MPW HAJIMYKUK BO3MOXKHOCTH TPOBEJICHUS IIMTOTEHETUYECKOTO
UccieI0BaHus) OLIEHUBACTCS MPU IIUTOrEHETUYECKOM HUCCIIeIOBAHMM KOCTHOTO MO3ra B IMHAMUKE, TPH
HeoOxoauMocT (HeMH(POPMATUBHOCTh PYTUHHOW IIUTOTCHETHKH, CKPBIThIe abeppalviu) MpoBOJIUTCS
FISH uccienosanue [155].

[IpoBeaeHure TpenaHOOMONCHMU C THUCTOJOTMYECKMM HCCJIEI0OBAaHUEM KOCTHOTO MO3ra |
OlLIeHKOI cTerneHu (udpo3a Mo cTaHAAPTU30BAHHOMW IIKale MO3BOJSET OLEHUTh T'MCTOJOTMYECKHiA
OTBET, AOCTH)KEHUE KOTOPOro CTaj0 BO3MOXHBIM MpPH MPUMEHEHWU HOBBIX METOJOB JIEUEHUs
[IM®[155].

OpHako HeT OJHO3HAYHBIX JAaHHBIX O LeJlecooOpa3HOCTH LUTOr€HETUYECKOTO U
TMCTOJOTMYeCKOro MOHUTOpUHTra y 60sibHbIX [IM®D.

PexomeHayemas  mepuoAMYHOCTh  oOcneJoBaHMs mpeiacTaBieHa B Tabn.1l2. Tlpu
HEOOXOMMOCTH (HAMuMe OCJI0KHEHMI) 4acTOTa KJIMHUYECKOTO W JTA0OPAaTOPHOTO KOHTPOJISI MOMKET

OBITE 00JIe€e MHTEHCUBHOM.

Tabnuua 15.
Yacrora quHamuveckoro oocienoBanus 60apHbix [IMO
HccnengoBanue Ilepnoan4HOCTH MOHUTOPUHIA
OOl (KTMHUYECKU) aHaIu3 KPOBU Ha MomeHT ycTaHOBNIEHUS AMarHo3a, 3ateM He pexxe 1 pasa B

Tpu Mecsia. [Ipu mpoBeneHnN UNTOPEIYKTHBHOW Tepanuu —
TIepBBIN MecsI] — eXKeHe/IeNbHO, 3aTeM 1 pa3 B MecsI.

Bbuoxumuyeckuii aHanu3 KpoBU Ha MoMeHT ycTaHOBIIEHHS AMArHo3a, 3aTeM He pexxe 1 pasza B
TpU Mecsila.

OobmeH kene3za (CBIBOPOTOUHOE JKele3o,
OXCC,  depputud,  TtpancheppuH), | [Ipu pa3BuTHH aHEMHH.
(onmeBas KMCIOTa, BUTaMUH B12

Koarysorpamma (AIITB, Ha MomeHT ycTaHOBJIEHUS AMarHo3a, 3ateM He pexxe 1 pasa B
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nporpomouHoBoe Bpemsi, MHO, TpU Mecsla, MPH HATMYUN TPOMOO30B U Tepanun
¢ubpunoren, JI-numep) aHTUKOAryJIssHTaMu He pexe 1 paza B MecsiLL.

Y3U OpromHoit MONIOCTH ¢ onpeieicHHEM
pa3MepoB MeYeHH, CeNIE3eHKH, OLIEHKOH
MOPTAJILHOTO KPOBOTOKA

Ha MOMEHT ycTaHOBJIEHHS JUarHo3a, 3aTeM He pexxe 1 pasa B
ron

MuenonpoaudepaTBHoe 3a00/1eBaHUe, HeKJIaccupuupyemoe

CornacHo pexomenauusam BO3 2008 naHHbIi AMarHo3 cieayeT UCNob30BaTh NPU HATUYUU
KIMHUYECKHX, 1Ja00PaTOPHBIX M FMCTONOIMYECKUX (B TpernaHoOMONTaTe KOCTHOTO MO3ra) MpPU3HAKOB
MII3, He cOOTBETCTBYIOLIMX KaKoH-1MOO oOmpejeneHHOi Ho3ojoruueckoir ¢opme PhHeraTuBHBIX
muenonposrpeparuBHbiX 3adonesanuii — UIT, 3T, [IMO.

Yaue Bcero ata KaTeropusi UCHOJb3yeTCH:

1. Ilpu paHHuX cTaguax MaHudecTauuM — NPU PACXOXKICHUU MEXKIY KIMHUYECKUMH,
71a00paTOpHBIMK U MOP(OIOrMYECKUMH JaHHBIMHU, MO3BOJIAIOIMMU BepU(pULUMPOBAT Ty WM MHYIO
Ho3oJoruueckyto popmy MII3.

2. Ilpu OnactHoil caze 3aboseBaHus, 03 NpPEeJIECTBYIOIIEr0 aHaMHe3a M|
YCTaHOBJIEHHOTO paHee JuarHo3a MUeaonpoiudepaTUBHOro 3a00J1eBaHusl.

3. Ilpu coueranun MII3 ¢ BocnajguTeNbHBIMH, META0OJMUECKHMMHU WM OIMYyXOJIEBBIMU
3a00JIeBaHUSAMH, MAaCKUPYIOLIMMHU OCHOBHBIE NIPU3HAKHU TOH WIJIM MHOHM HO30J10rH4ecoii (GopMbl.

MII3, nexnaccupuuupyemoe, HE ITMAI'HOCTUPYETCA:

1) npu obObeme TpermaHoOMONTaTa KOCTHOTO MO3ra HEJOCTaTOYHOM JJI aJeKBaTHOTO
aHanu3a;

2) TpU OTCYTCTBMM TpPEJOCTAaBICHHBIX KIMHULMCTAMU KIMHUYECKUX M J1IabopaTopHBIX
JAHHBIX, NPY HAJIWYMM MpeIecTBYIOeNd Tepanuy LUTOCTaTUKaMU WM KOJOHUECTUMYIHPYIOLIUMHU
(dakropamu;

3) npu Hanuuuu peapamxupoBku reHoB PDGFRA, PDGFRB, FGFRL, BbisBieHHH
xumepHoro rena BCR-ABLL.

Jleuenue 6JacTHoii pa3pl npu Tpanchopmannu MII3.

Huaenos. bnactnas ¢aza MII3 saBnsercs TepmuHanbHOU craaueil 3aboneBanus. [lporHos
HEeONaronpusATHBIM - CpelHss NPOJOJDKMTENLHOCTh KHU3HU cocTaBisier 6 wmecsaueB [156].
BrixrBaeMocTh OONBIIMHCTBA MAlMEHTOB HE TpeBblmaeT 1 roga, mpu 3TOM MHOTHE YMHpPAlOT B
TeueHue 6 Mecs1eB, HECMOTpPsI Ha MPOBOAUMYIO Teparnuio.

Cpoku oT MoMeHTa aebtoTa 3a00JeBaHus 0 pa3BUTHUsA 0J1aCTHOM (pa3bl MOTYT CyLIECTBEHHO
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pa3nuyatbesi OT OJHOTO-ABYX A0 JECATKOB JjeT. Takas pasHULA B CpOKax pa3BUTHs OJacTHOW (azbl
MOXeT ObITb 00yCJIOBJI€HA HETOYHOCTBIO YCTAHOBJIEHUS! CPOKOB Havasa 00J1e3HH.

B cnyuae [IM® onpeaeneHHy0 MOMOLIb B MPOTHO3UPOBAHUU TeueHUs! 00JIE3HU OKa3bIBAIOT
cucrembl crparudukanyu IPSS, DIPSS, DIPSS#05].

JlokazaHHbBIX cpeaCcTB MpoHUIaKTUKK OJacTHOW (as3bl 3a00/eBaHKs B HACTOsLIEe BpeMs He
paspabotano. B uccaenosanusx COMFORT-Iu COMFORT-Il nokas3aHo, 4To nepBbIM CpPEACTBOM,
CTaTUCTUYECKU 3HAUYMMO YBEIWUYMBAIOIIMM OOILIYI0 BbDKMBAEMOCTb OOJBHBIX MO CPAaBHEHHUIO C
TpaAMLMOHHOW Tepanueil cranu wHruoutopsl JAK2 (pykcommtunu6) [136, 137]. [Ipumenenue
PYKCOJNMTUHMOA NPY pa3BUTUH OJIACTHOM TpaHCHOpMaLUK HE PEKOMEHI0BaHO.

Taktuka Tepanun OnactHoii ¢a3el MII3  omnpenensiercs BO3pacToM MaLMEHTOB U
COIMYTCTBYIOUIEH Marosorueil. Y GOJbHBIX C COXpaHHBIM O0OLIECOMAaTHUECKUM CTaTyCOM MOXET ObITb
NpeanpuHATa MOMbITKA MPOBEACHUS KYpPCOBOH XMMHUOTEpAIMK MO CXeMaM JieueHHsl OCTPBIX JIEHKO30B,
KOTOpasi MPUHOCUT BpeMEHHBIN 3P PeKT y HeOoNbLION YacTh O0JbHBIX.

[ToxxunpiM GOJBHBIM € HANIWYMEM CYLIECTBEHHON KOMOPOMIHOCTH U ochoxHeHusimu MII3
Hesecoo0pa3Ho MpPOBEAEHHE CAEP)KUBAIOIIEH ManJvMaTUBHOH MOHOXMMHOTEpanvM M Ha3zHaueHHe
MaJbIX 103 TIIOKOKOPTUKOWAOB. JlaHHBIE MEpPONpUATHS HampaBlieHbl Ha TOPMOKEHHE pocTa OMyXOJu
W KyNUpoBaHME OCIOXHEHHH (mepenuWBaHWE TE€MOKOMIIOHEHTOB, Jie4eHHe MHQEKIHOHHBIX
OCJIO’KHEHU U T1p.), C LEJNbI0 YIy4IIeHUs] KadecTBa ®HU3HU 6osibHOTO [91].

1. T'mapokcumouerna 1000-200Qur/cyTKH, epopaibHO.

MepxkanTtonypun 50-100mr/cyTkH, nepopaibHo.

2.  Bunkpucrtun 0,5-1,0mr B/B kaxxapie 10 queit.

Lutapabun 20wmr 2 pasal/nens, n/k, 1-1411u, yepe3 30-45nneii.

Awntpanukiunsl: uaapyoura 10 mr B/B, kaxaBe 7 JAHE.

Huknodpochamun 200-400mr B/B kaxbie 14 qHei.

bycynbhan 2-4 mr/Henento, nepopanbHo.

Stonozua 50-100Mr/cyTkH, nepopanbHo.

3. Asauutuaun?5mr/m? o 7 aueii kaxplie 28 qHeit [125].

4.  XumuoTepanus no nporpamme «7+3»uinm «5+2».

Pexomenoayus (yposenv ooxazamenvnocmu C). bnactHas ¢asza siBiseTcss TepMHHATbHOM
cragueil MII3 ¢ BBIKMBAEMOCTBIO B HECKOJIBKO MECSLEB OT €ro Havajna. EJIMHCTBEHHOE CpeacTBO
CTaTUCTUYECKH 3HAYMMO yBEJIMYMBAIOLINE BEKMBAEMOCTh 0 pPa3BUTHsI O1acTHOM (as3bl - UHTUOUTOPBI

JAK2 (pykconutunub). Tem He MeHee, MpUMEHEHHE PYKCOJIUTHHHMOA TPU pa3sBUTHU OJACTHOM
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TpaHcOpMaLlMi He peKOMEHI0BaHO. B HacTos1ee BpeMs He CyleCTBYeT OOLIENPUHATBIX CTaHAapTOB
neyeHuss b®. [lpu coxpaHHOM COCTOSHUM OOJIBHBIX MOTYT MPUMEHSTHCS CXEMbl XMUMHUOTEpANUU
OCTpBIX JIEHKO30B.
JleueOHBbIE TOAXO/bI IPH XHPYPru4eCKUX BMeIIaTe1bCTBaX

VYV nauuenroB ¢ MII3 BbeicokMii puUCK Kak Tpom0O3a, TaK M KPOBOTEUEHHUS BO BpeMs
xupypruueckux  onepaumid. Ilepen  muaHoBoit  omepauuel  LenecooOpa3sHO — Ha3Ha4YeHHE
LUUTOPEIYKTUBHBIX MpenapaTtoB AJs HOpMalM3alMu 4yucia KJIeToK nepudepuueckoil kpoBu. ¥V Beex
O0oabHbIX MII3 mpu mnpoBeneHUM IUIAHOBBIX OMNEPATUBHBIX BMELIATEIBCTB HEOOXOAMMAa OTMEHa
aHTUArperaHToB M LIMTOPEAYKTHBHBIX NpenapaToB 3a 7-10 gHeit 1o onepauuu.

B ciyuae pa3sBuUTHS NOCTCIUIEHOKTOMMYECKOTO TPOMOOLMTO3a PEKOMEHJIOBAHO Ha3HAuYEeHUE
LUTOPENYKTUBHBIX MPENaparoB, YTO JOCTOBEPHO COKPALLAET YHUCJIO MOCTONEPALIMOHHBIX OCII0KHEHUM.
[Tocne omepauuu o00s3aTeNbHBIM SIBJISIETCSl  MpOBeAeHHE MPO(UIAKTUKM TpoMO00Opa3oBaHus ¢
€)KEJHEBHbIM KOHTpOJIEM YpPOBHA TpombOouutoB. [l Bcex OoabHbiXx DT B mnocieonepalioHHOM
nepuojie peKoMeHayeTcs MpoduiakTHyeckoe BBeICHHWE HHM3KOMOJEKYJSpHBIX renapuHoB [157]. C
YY4ETOM TOro, 4YTO TNpu TpomOouuTo3e OoJjiee BBICOK PUCK KaK TpOMOOTHYECKHUX, TaK M
reMopparMyecKix OCJI0KHEHUI NMPUEM aHTHArpEraHTOB M LIMTOPEYKTUBHOM Teparnuu BO300OHOBIISETCS

KakK MOXHO ObICTpee TP YCTOWYMBOM reMOCTa3e U MOciie 3aKUBJICHUS ONlepallMOHHbIX paH [158].

TpomGoremopparuveckue oc/10:KHeHHUs U UX JedeHHe y 6o1bHbIX MII3.
Teuenune [IM® conpszkeHO ¢ pUCKOM pa3BUTHUS TPOMOO30B U YCUIIEHUEM TSKECTU CEPIEUYHO-

cocyaucThIX 3a0osieBaHui. JlokasaHHbIMU (akTopamu prcka TpomM0030B y 60ibHBIX [IM®D sBastoTcs
Bo3pact crapiie 60 net u Hanuune mytaunn JAK2 V617F,0co0eHHO B cOYETaHUU C JEUKOLUTO30M
[159]. Ilpennonaraercsi, 4To Ha3HauUe€HHE THIPOKCHMOYEBMHBI W CHIKEHHUS YPOBHS TPOMOOIMTOB,
yMeHbLIarouue pucku pasputus Tpom6o30B npu DT u UI1 6yayT naBaTh aHanorudHslii agdekt u npu
[IM®. [Ilpodunaktiika TpoMOOOOpa3oBaHHUs C€ TMOMOLILIO Ha3HAYEHHUs AHTHArperaHToB —
alleTUICAIMLMIOBOW KUCIOTHl MOKazaHa BceM OojbHbIM [IM® npu ypoBHe TpomOGouuToB Oojiee
50x10%n [160]. TIpuBeKaTenbHOl MEPCeKTHBON IS yMEHBIICHHS PHCKA TPOMGO30B SBISETCS
UCIOJIb30BaHWE WHIMOUTOPOB SIHYCKMHA3, B YacTHOCTH pPYKCOIMTHHMOA. B ABYyX mNpoBeaeHHbIX
kinHndeckux wuccnenaoBanuax (COMFORT-1 1 COMFORT-Il) pyKCOAMTHHUO 3HAYMMO CHHOKAI
YPOBHHM JIEHKOLMTOB W TPOMOOLIMTOB, C OJHOBPEMEHHBIM YMEPEHHbIM CHHXXEHHEM aJllelIbHOM
Harpy3ku JAK2V617F [136, 137].

Bropuunas npodunakTvka nocie yxe ciydyuBLIErocs TpomM003a CBOJMTCS K HOpMaslM3aluu

rnokasarteJjeun KpOBH, rnokasarejieil CUCTEMBI CBCPTbIBAHHUA KpPOBU M HA3HAYCHHUIO I10 IMMOKa3aHUAM
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aHTHKanyHHHTHOﬁ Tepanri MNOpAMBIMU U HCHOPAMBIMHU  aHTHUKOAryJIsAHTaMH T110J] KOHTpPOJIEM

CBEPTHIBAOLIEN CUCTEMBI.

Pexomenoayus (yposenv ooxazamenviocmu C). Teuenne [IMD comnpspkeHO € pUCKOM

pa3BuTHsI TpoMOO30B OOYCIOBIEHHOTO B3aMMOOTATOIEHHEM HMHAMBUIYyalbHBIX (pakTopoB (Bo3pacr,

aTepocKIIepos3, yXyALIeHHe TeUSHUs CepIeUHO-COCYIMCTHIX 3a00JIeBaHtii) 1 MPOsIBIICHN 3a001eBaHNs

(nmeiikoruro3, TpombOoumuTo3, myrauus JAK2 V617F ¢ u3MeHeHHEM IMTOKMHOBOTO MPOQUIIs).

[Tpodpunaktuka TpoMOO30B € MOMOILIBIO AHTHArperaHTOB MOKa3aHa OOJBIIMHCTBY OonbHBIX [IMO.

HeobOxoauma xoppekuys comyTCTBYOIIEH MAaTOJOTMHU, HOpMaau3aLys nokasaresaei KpoBU ¢ MOMOLIBIO

UUTOpeAyKTUBHON Tepanuu. IlepcnexTuBoit mpeaynpexaeHuss Tpom6o3oB mipu [IM® saBnsetcs

NpUMEHEHHWEe WHIUOUTOPOB SHYCKHMHA3, CHIDKaOIUX ajuienbHyto Harpy3ky JAK2 V617F. [locne

npouso/ero Tpom0o3a He0OXoauMa MPoQUIAKTUKA €ro PELIMBOB.

Tabnuua 16.
YPOBEHb D®AKTOPBI PUCKA AHTUKOAT YJISIHTHBI AHTUATPET'AHTBI
TPOMBOILINTOB TpomGo3oB/ TEMOCTATUKH
KPOBOTeYeHHIl AHT'MONMPOTEKTOPBI
AueThcaInImIoBas KHCaoTa
(TpoMG0ACC — 50mr,
kapanomaraua 75wmr). Ipu
Be3 TpomM60308B B Her PE3UCTEHTHOCTH/HENIEPEHOCUMOCTH

Jlo 1000x 10°/n

aHaAMHE3¢

aLETUJICATIMLMIIOBON KUCIIOTHI —
ITnagukc 75mr (maarpun 75wr,
3uar 75wmr). Tukiao 250mr x 2
pasza B IeHb

C Hamu4ueM TpoMO030B B
aHaMHe3e

IMpu TI'B u TOJIA -Bapdapun (MHO-
1,5-2,0).ITpu Tpomb03ax BOPOTHOM
BeHbl, c-Me banna-Kuapu: Cynonexcun
(Vesselno 1karm. x 2 pasa B 1ieHb

AueTuncaaMumaoBas KUCJIOTa
(TpoMGo0ACC — 100mr,
kapauoMaruun 150mr). Ipu
PE3UCTEHTHOCTH/HENIEPEHOCUMOCTH
aleTHIICATULMIOBON KHCIIOTHI —
Knonugorpen 150mr (rurarpun 150
mr, 3unt 150mr)

C cepneuHo-
COCYAUCTBIMUA
3a00/IEBaHUSMU

Ipu cTeHTHpOBaHKH,
wyHTtupoBanuu:Cynonekeun (Vessel)
no 1 xaric x 2 pasza B IeHb

ITpu MA, OHMK u OHUM B aHamHe3e:!
Bapgpapun (MHO 1,5-2,0)

AueTuicanuuunoBas Kuciora
(TpoMGo0ACC — 100mr,
kapanomarnua 150wmr). [pu
PE3UCTEeHTHOCTH/ HEMEPEHOCUMOCTH
aLETUJICATIMLMIOBON KHCIIOTHI —
ITnagukc 150mr (mmarpun 150wMr,
3uar 150mr)
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1000-2000 10%/n

C yrpo3oii TpomM6030B —
THNEPKOATYJISILUOHHBIHA
CHUHIPOM

HMI (knekcan 0,41/k, 1 p/news;
tdhpakcunapun 0,3n/k 1 pa3z)

AlleTHIICaTHIIIIOBAs KHCIIOTa
(TpoMGo0ACC — 100mr,
kapauoMaruun 150mr). Ipu
PE3UCTEHTHOCTH/HENIEPEHOCUMOCTH
aLETUJICATIULMIOBON KUCIIOTHI —
IMnaeukc 150mr (mmarpun 150wmr,
3uar 150mr)

C yrpo3oii
KpOBOTEYEHUII-
p Her AHTHCTaKC 2 Karc B ICHb
TUIoarperauus
TPOMOOLIMTOB
C yrpo3oii kpoBoteuenuid | Her AHTHCTaKC 2 Karc B IeHb
I'eMOCTaTHKH: 3TaM3HJIaT
Bonee 2000x 10°%/n
C remopparnyeckum Her (mrumHOH) 250vr Tab x 3 paza B

CHHAPOMOM

neHs + Tpanekcam 500wmr 3 2-3
pasa B ieHb

MuenonpoaudepaTuBHble 3200/1eBaHUsS H 0€pPeMEHHOCTb.

B Ka)xaOoM KOHKpPETHOM ciyyae HeOOXOJUMMO MCKJIIOUUTh BTOPUYHBIM XapakTep pa3BUTUS

TPOMOOLIMTO3a, JIEHKOLMTO3a, IPUTPOLIMTO3A.

Beaenue 6epemennoctn npu JT u UII

bepemennble nauuentkn ¢ MII3 no/mkHbl HabmoOJaTbCS B FeMaTOJIOTMUECKMX LIEHTpax ¢

OIIBITOM BE€ACHUA 6epeMCHHOCTI/I H B TECHOM COTPYAHHYECTBC C aKylCpaMu. TepaneBTquCKHe

noaxosl npu MIT u 3T npu GepeMeHHOCTH 3aBUCAT OT cTaTyca 00JIe3HU MALMEHTOK U aKyLIepcKOro

aHaMHe3a. Ecnu mpucyTCTByeT 000 M3 HUMXKE MepedrcleHHBbIX (aKTOpoB, OEpeMEHHOCTh HMEeT

BBICOKMI PUCK OCJIO)KHEHWH y MATEPH U Y TIJI0A.

- pe/LIEeCTBYIOIIMI BEHO3HBIN UK apTepuanbHblii TPOMO03 y MaTepu

- TIpeIIIECTBYOLIME FTeMOpPparuy 1o npuuruHe ocHoBHoro 3aboneBanus (UI1/3T)

- OCJIOXKHCHUA npez[meCTBonmeﬁ 6epeMeHHOCTI/I, KOTOpbIC MOT'JIU OBITH BBI3BaHBEI OCHOBHBIM

3a00JIeBaHUEM

- BHAUYUTECJIbHBIC KPOBOTCUCHUA N0 U MOCJIC pOJOB

- TsOKEJ1aA IPEoKIIaMIICUs

- HeOO'BSICHUMbIC HEeBBIHAIIMBAHUS OepeMEHHOCTel B epBoM TpumMecTpe (>3)

- 3aJIep>KKa BHYTPUYTPOOHOTO pocTa I101a

- BHYTPUYTPOOHas CMEPTh UIJIM MEPTBOPOsKAEeHHE (He BBISABICHO IPYTroil MPUYMHBI)

- OTCJIOMKA IJIalUeHTbI

- runeptpombouuro3 6o1ee 1000x 10(9)h
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Anroputm 00cCiIeJOBAaHUATIPELyCMATPUBAET:

JluHaMHuyecKuii KOHTpOJIb Moka3aresiel mnepudepruueckoidl KpoBU ¢ HCCleAOBaHMEM uuHCia
TpOMOOLIUTOB, UX (PYHKUMOHAIBLHON aKTHBHOCTH, COCTOSIHUS IJ1a3MEHHOI0 3B€Ha reMocTas3a, a Takke
UCCIIeI0OBaHU COAEPKMHUSI MapKEPOB BHYTPUCOCYIMCTOTO CBEPTHIBAHUS KayK/ble 2 HEJelH.

Uckmouenne aHTU(OCHOIUMTUAHOTO CHUHIpOMa (BOsTUAHOYHBIH KOAryJIsiHT,
AQHTUKapAMOJMITMHOBBIE aHTHTENa), a TaKkKe MHCCIeI0OBaHhe MYTAllMd TEHOB, COMpPSKEHHBIX C
HacJIeJICTBeHHOW TpoMOoduineli, ypoBHs romouucTenHa (eciy JaHHBIE HCCIENOBaHHUs He ObLIM
NPOBEICHBI 10 OEPEMEHHOCTH).

V3U nnoaa nBax/ibl B KaKJ10M TPUMECTpE.

HonmnnepomeTpust ¢ MccieJoBaHUEM  (ETOMIALEHTApHOIO M MaTOYHO-IJIALIEHTapHOIro
KpPOBOTOKA B CpeJHel MO3roBoii apTepuu miojaa ¢ 2241 HeJenu, Kax ple 4 HelleNu.

Kapauorokorpadus mioaa ¢ 33uenenu (33, 36, 38ieaenn).

B neuenun GoabHbix MII3 Bo Bpemsi OepeMEHHOCTM OTMEYaeTcsl aHaJOrMyHas TaKTHKa,
HampaBlieHHass Ha MPO(QUIAKTUKY COCYIUCTBIX OCIOXHEHUH u 00pb0dy ¢ TpombGouuto3zoM. B
HacTosillee BpeMs MPUMEHEHUE He MPOHMKAIOIIMX Yepe3 MIALEHTY U He 00J1afaloluX TepaTOreHHbIM
spdexrom JIC MO3BOJAMIO 3HAUYMUTENBHO YIYYIIWTh KAueCTBOXKM3HM, TMPOTHO3 M HMCXOJ JAaHHBIX
3a00J1eBaHui, a TakxkKe CrocoOCTBOBAJIO COXPAHEHHUIO OEPEMEHHOCTH Y MaLMEHTOK.

TepaneBTHUeCKHE BO3MOKHOCTH BKJIIOYAIOT aHTUTPOMOOTHUYECKOE JIeYeHHEe, KPOBOIMYCKaHUs
npu UIT m umrtopenykTtuBHyro Tepanuio. PekomMeHI0BaHO MOJAEp)KMBaTh YpOBEHb IeMaTOKpUTa B
HOpMaJIbHBIX Mpejenax, COOTBETCTBYIOIMX OepeMeHHOCTH. [loBbllleHHBIH 00BEM Mia3Mbl 4acTo
NPUBOJUT K YMEHBIIEHUIO T'éMaTOKpUTa MU TPOMOOLIMTOB, BO BTOPOM TPUMECTpPE, YMCIO KOTOPBIX
BHOBb IMOBBIIIAETCA B M1OCIEPOJAOBOM NEPUOJE, CO3/1aBasi MOBBILIEHUI pUCK TpOoMOO3a B MEpBbIE LIECTb
Hesienb nocje poJoB. TecHbIi MOHUTOPUHI YMCia KIETOK Nepudepuuyeckoil KpoBU Ba)K€H B ITOT
nepuo/.

[IpumeHeHue acnuprHa B HU3KMX J103aX 0€30MacHO M HEOOXOAUMO MpHu OepeMeHHOCTH. Mbl
peKOMeHlyeM, 4TOObI MPU OTCYTCTBUM ABHBIX MpoTUBONOKa3zaHui Bce naumeHTsl ¢ UIT u DT nonxHb
npuHuMath acnupuH (Tpom60-ACC, kapauomarHui) B jpo3e 75-100 Mr B JeHb B Te4YeHHE BCei
O0epemeHHocTH. [lpu mnnaHupoBaHMM OEpPEeMEHHOCTH AacMUPUH HYXKHO HayaTh JO 3ayaTus Juis
o0JieryeHus MOJIHOLEHHON LMPKYJIsALMUM KPOBM B MuaueHte. HaumHas co JAHSA poJOB, aclupuH
3aMellalT  NpoUIaKTUYECKOH  J030M  remapuHa ¢ HHU3KMM  MOJIEKYJISIPHBIM  BECOM

(«<HU3KOMOJIEKYJISIpHBIE TeMapUHBI»), KOTOPbIA MPUHUMAIOT JI0 MIECTH HeleNb Mocjie ponoB. Hwucio
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KJIETOK Tepudepruueckoil KpoBM HEOOXOJMMO KOHTPOJIHMPOBATH KaXIylO HEIENI0 JAJs8 BO3MOXHOTO
SPUTPOLIUTO3a U TPOMOOLIMTO3A.

Ecnu y marepu unm miozia €cTh pUCK OCIOXKHEHHI (CM. cTpaTu(MKauio pucka), mpuMeHeHe
HMI" nokaszaHo B TeueHHe Bceli OEPEMEHHOCTH U B TEUEHHUE LIECTU Heaelb nocie poaos. Jlo3sr HMI
JOJDKHBI cOCTaBlsATh Haaponapud (@pakcunapun®) 0,6un (570ME) 1 pa3 B cyTku, dHOKcanapuH
(Knexcan®) 40 mr(0,4min) 1 pa3 B cytku) uinu nanrenapus (@parmua®) no 5000ME x2 pasa B cyTKu.

B cnyyae npuema nanueHTKONW LUTOPEIYKTUBHBIX CPEACTB MO MOKa3aHUAM, I UCKIIOUEHHS
TepaTOreHHBIX dPPEKTOB, MIPOKCUMOYEBHHA WM aHATPENU JOJKHBI ObITh MOCTENIEHHO OTMEHEHBI
3a 3-6 MecsleB /0 3auyaTHs, TO Xe MpuemieMo M g oTuoB. [Ipy HeoOX0AMMOCTH MPOJIOIKUTH
LUTOpEeAyKLMIO Ha3HaueHueM Tosibko MOH-anbda.

[utopenykTuBHas Tepamnus JOJKHAa OBbITb pEeKOMEHIOBaHa, Korja OepeMeHHOCTb
KJacCUPUIMPYIOT KaK BbICOKMI pUCK TO TMpPUBEJCHHBIM BbILIE KPUTEPUSIM, KOTJa YpPOBEHb
TpoMBouKToB Gosee 1000 — 1506 10°/n npu HanuuMy HaCIEACTBEHHBIX (PAKTOPOB TPOMGODUIMM 1K
cepleyHO-cocyaAuCThIX siBneHuit. [Ipenapatom BwiOopa sBnsercs UOH-anbda, koTophlii  cuutaercs
0€e30MacHbIMH.

BckapmiuBaHue rpyHBIM MOJIOKOM BO3MOJKHO MPH renapuHOTEpanuu, HO MPOTUBONOKa3aHO
npu NpueMe UMTOpEeAyKTUBHBIX cpelcTB, Bkiatouas MPH-anbda.

PexomeHgaumu: BceM OepeMEHHBIM € TpPOMOOLMTO30M Ha3HAYalOT aAUETUJICATULIMIOBYIO
kucaoty B no3e 50-100mr,

[pu yposre TpomGoumTosa Goee 600x 10°/n BBOAAT pekoMOHHAHTHBI MHTep(epoH-abdha
3 M ME B fieHb, I03BOJISIOLIMIA TOEPKATh Yicio TpoMmbomutos 200-300x107 .

[pu tpomGormrose Gonee 400x10%1 tepanmio UOH-anbda mpogoimkaroT, eciii 9T0 JedeHre
MPOBOIMIIOCH €11l 10 OEPeMEHHOCTH U / WK CYLIeCTBYET BBICOKUIT TPOMOOTEHHBIH PUCK.

AHTHUKOAryJIsHTBI MPAMOTO JAeHCTBUs (M3KOMOJEKYISIPHBIA TernapuH) 1O TOKa3aHWIM
NPUOTKIOHEHHUAX B TUIa3MEHHOM 3BEHE TIeMocTa3a: B cllydae pa3BUTUSl TUIEPKOAryJSIUU, He
XapaKTepHOW /sl  OMpEeAeNeHHOTO  CpoKa  OEepeMeHHOCTH, TMpH  MpHU3HAKaX  aKTHUBALUH
BHYTPHUCOCYAUCTOTO CBEpPThIBAaHHWSA KpPOBM, a TaKkKe MNPU HAIMYMK JAOTIOJHUTENbHBIX (hakTopoB
CBEpPTbIBaHUH, (OJHMEBast KUCIO0TA.s HAC/IeACTBEHHOM 1 MpUOOpeTeHHOH TpoMbopuInu.

Burtamunsl rpynmnsl B: nupuaokcuH, unaHoko6anaMmuH, ¢oaueBas KUCIOTA.

[podunakrrka TpoOMO03MOOINUECKUX OCTOKHEHUH Mepei poI0pa3pelIeHUM:

MenMurHCKUI KOMITPECCUOHHBIN TPUKOTAX.



72

[Tpuem aueTHaCaNMUMIOBON KUCIOTHI OTMEHUTH 3a 2 HEAEIHU 10 pOoJopa3peLieHust B CBSI3HU ¢
BBICOKMM PUCKOM IeéMaToM 3MUYpajbHOr0 MPOCTPaHCTBA.

PernonapHyto aHecTe3ur0 MOXKHO MPOBOAUTHL HE paHee yeM uepe3 12 yacoB nocne nociaenHen
npoduIaKTUYECKOR 103bl HU3KOMOJIEKYJISIPHBIX FeMaphHOB.

[Ipu niaHOBOM KecapeBOM CEYEHHH MPEKPaTUThb BBEJCHHE HU3KOMOJIEKYSPHBIX reNapuHOB B
npoduIaKTHYECKUX J103ax 3a 24 yaca 10 U BO30OHOBUTH Yepe3 3 yaca Tociie ero oKoH4daHus (Uiu
yepes 4 vaca nociie yaneHus 3MUaypabHOro KaTerepa).

Tepanus B nocaepo0BOM MEPUOJIE:

Bce nmaumeHTKH NoayyaroT aleTHICATUIMIOBYIO KUCIOTY B 103e 50-100mr.

Beenenne MH®-anbda nponomkator, eciiv JieueHne HayaTo BO Bpems OepeMeHHOCTH U / uiu
CYLLECTBOBAJ BBICOKMI TPOMOOTE€HHBIN pUCK.

[lpu Hanmuuu JOMOJHUTENBHBIX (AKTOPOB TPOMOOGHMINM W/WIIM BBICOKOM TPOMOOT€HHOM
pHUCKe Ha3Ha4yaloT HU3KOMOJEKYIsIpHble TernapuHbl B MPo(UIaKTHYECKUX /03aX B TeueHue 6 Henenb
MOCIepOI0BOrO MEPHOAA.

D¢ (heKTUBHOCTh JIeYeHUs TOATBEP)KAAETCS COXpaHEHHWEM KIMHHUKO-TeMaToJIOTHuecKon
pemuccuu 3ab0seBaHUsA, KOTOpas onpejaesseTcs JaHHBIMU 0ObeKTUBHOTO 00CeI0BaHMs, oKazaTesie
nepudepuueckoii kpou, Y3W opraHoB OpromHo# mosioctd (pasmMepbl MEUEHHW M CeJIe3EHKH),
TMCTOJIOTMYECKUM UCCIIeIOBAaHUEM KOCTHOIO MO3ra.

OcoxkHeHUst U MoO0YHbIE 3P (EKThI TeueHusl.

[Ipn anexkBaTHO MOAOOPAHHOM JIEYEHUM BO3MOXHBI HOpMalibHash OEPMEHHOCTb MU POJbI.
bepemenHocTs He BiMAeT Ha TedeHue 3a0osieBaHus. Dusnueckoe pa3BUTHE JETEH, 4YacToTa
BPOXKJEHHOM M MPUOOpPETEeHHOW MaTOJIOTMM HOBOPOXKIEHHBIX Y skeHIMH ¢ MII3 He oTnnuaercs ot
aHaJIOrMYHBIX MOKa3arenell B o0Llel nonyJsiuuu.

3AK/IIOYEHHUE
[IpencraBaeHus o  naroreHese, JMarHOCTMKE M METOJAX  JIEYEHUS]  XPOHUUECKUX
MUeNnonponupepaTUBHbIX 3a00/€BaHUI Ha MPOTSHKEHUM  JUIMTENbHOW MCTOPUM UX W3y4YeHMs
HEOJIHOKPATHO MOJIBepraiuch nepecMoTpy. B nocienHue rojapl 10CTUrHYTHl 3HAYUTENIbHBIE YCIIEXU B
pacuuppoBKe MOJEKYISIPHO-TEHETUYECKUX MeXaHM3MoB mnaroreHesa PhseratuBubix MII3, B
ycranoBieHud ponu JAK-STAT curHanpHoro mnyTtd. DTO NpPHUBEJIO K YIYUYLISHUIO KauyecTBa
o0cieIoBaHHs M CO3JJaHUI0 MEXKAYHApOJAHOM YHU(PULMPOBAHHON CUCTEMBbl KPUTEPUEB JMArHOCTHKH,

MOHUTOPHHIA U OUCHKHW OTBETA HaA JICUCHHUE.
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IIpu UI1 m OT TunuuHoe TeueHue 3a00JIEBAHUI CBA3aHO C BO3HUKHOBEHUEM CHUMIITOMOB
HapyleHUH MUKPOLMPKYIALUMKM Ha (OHEe MpelIecTBYOUEero OecCUMITOMHOIO —MOBBILIEHUS
nokKaszaTesiell KpOBU Ha MPOTSKEHUM HECKOJIbKMX JeT. BbisiBieHHe 3a00sieBaHUS NPOMCXOAUT NP
HafpaBJIeHUM K TeMaTosiory Mo MOBOAY OTKJIOHEHMI B aHa/lu3aX KpPOBU MpU MPOQUIAKTUUYECKOM
00cCJIe1I0BaHUH WM YK€ TI0CJIE COCTOSIBUIMXCS TPOMOO030B M TPOMOOIMOOIIHIA.

[Tpu [IM®, kak u npu pazsuruu [Hoct-UIT M® u [TocT-OT M® tunuunoe reuenue 3ad0sieBaHUA
CBf3aHO C MPOrpecCUPYIOLUMM YBEJIMYEHUEM OIyXO0JEeBOH Macchl, BO3HMKHOBEHHWEM CHUMIITOMOB
OIMYXOJIEBOM WHTOKCHUKALMM, PA3BUTHIO OYaroB 3KCTPAMENYJUIAPHOTO KPOBETBOPEHUS B MMEYEHU U
ceneseHke. B nanbHeliliem n3MeHEeHMs1 KOCTHOTO MO3ra B BUJe HapacTaHusi ¢puOpo3a U ocTeocKieposa
NPUBOJAT K COKpALICHUIO IIIallapMa KpPOBETBOPEHMS M Pa3BUTUIO AHEMMHM, JICMKONEHUU U
TpomOouuToneHuu. JlnurenbHas mnposudepanys OMyXOJeBOro KJIOHAa MPUBOAUT K MPHOOPETEHHIO
JIOTIOJIHUTENIbHBIX MYTalUMi U BEPOSATHOCTH Pa3BUTHsI 0J1aCTHOrO Kpu3a 3a00JieBaHUs.

Jlnarno3 Phseratususix MI13 (MI1, DT, [IM®) ycraHaBiuBaeTcs HAa OCHOBAaHMH KJIMHUYECKOM
KapTUHbI M JaHHBIX  KIMHUKO-TAa0OpaTOPHBIX  HWCCIENOBaHUI  (COOTBETCBYIOUIM  HM3MEHEHMs
nepudepruueckoil KpoBH, TMCTOJIOTMUECKUE TMPU3HAKK B TpernaHOOMONTaTe KOCTHOrO MO3ra, a Takxke
oOHapyxeHue ToueuHoi Mytauuu JAK2 V617F B reHe sHyCKMHa3bl pelienTopa SPUTPONOITHHA WK
JIpYrux TPU3HAKOB KJIOHAJBbHBIX M3MEHEHHIl TremMornon3a), TakKe BaKHBIM SBISETCS HCKIIOYEHHe
Jpyrux 3a001eBaHUl KaKk MPUUMHBI UBMEHEHUI CUCTEMbI KPOBH.

Llensto Tepanuu MII u DT B HacTosiliee Bpems sIBISETCS CAEPKUBAHUE MPOrPECCUPOBAHUS
3a00sieBaHus, KyNMUPOBaHHWE €ro CHUMITOMOB M YJIyylleHME KayecTBa KW3HU OonbHbIX. [lpu
MPAaBUJIBHOM MOJXO0/€ K JIEUEHUIO U KOHTPOJIE €ro pe3yJbTaTOB MPOJOJIKUTENBHOCTD JKU3HU OOJIBHBIX
HIT u OT He nomxHa oTanyarbes ot nonynidauuu. Jleuenue [IM® HarnpaBsieHO Ha NPOJIEHUE KU3HU U
NpeLyNpexIeHUE OCI0KHEHUH, CEPbE3HO Xy IUIAIOIINX KaueCTBO KU3HU OOJIBHBIX.

Jleuenue 6oabHBIX Ph#eratuBHpiMu MII3 MOKeT OCyIIECTBAATECS TOJBKO MOJ HAOII0JeHuEM
Bpaya-remMaToJiora ¢ MOHUTOPUHIOM €ro pe3yJbTaTOB B COOTBETCTBUU CO CTAHAAPTHBIMU KPUTEPUAMU
OLICHKU OTBETOB.

Tepanus Bcex Ph-seratuBHbix MII3 ocHOBaHa Ha NPUMEHEHHMH pUCK-aIaNTUPOBAHHON
crparteruu. Jlns 3Toil LleaM Ha OCHOBaHMM aHalM3a JAaHHbIX HAOMIOAEHUs 3a OOJIBLIMM KOJUYECTBOM
00MbHBIX pa3paboTaHbl WKalbl MporHoza TpoMm6030B npu UIT u DT, cuctemsl cTpatudukanuu pucka
nporpeccupoBanus npu [IM®. BaxHbIM sABIA€TCS OLEHKAa BO3pacTa U COMYTCTBYIOLIEH MATOJIOTMU

00JILHOTO.
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OCHOBHBIMM METOJIaMU Tepanuu SBIAIOTCS: MNpoQUIaKTUKA TPOMOO30B aHTHAarperaHTaMu,
UUTOPEYKTUBHAS ~ Tepanusi LUWTOCTaTUKAaMHU, HWHTePPEpOHOM, aHarpeiuaoM; HOpMaTu3alus
UUTOKMHOBOTO TMpOo(uias MMMYHOMOAYISATOPAMHU, TIHOKOKOPTUKOMAAMH, KOPPEKUUS OCI0KHEHUN
3a00yieBaHUs €  TIOMOINBIO  JIy4eBOM  Tepamuu, XUPYPruueckoro JiedeHus, TpaHcdysuii
reMOKOMIIOHEHTOB. EJMHCTBEHHBIM paavKallbHBIM MeToJI0M JiedeHusi PhHeratuBHbix MII3 octaetcs
aJJIOTeHHasl TPaHCIUIAHTAIMs KOCTHOTO Mo3ra (reMOMOATHYECKMX CTBOJIOBBIX KIIETOK), MMeEroIast
OTpaHUYEHHYIO 00J1aCTh MPUMEHEHUS B CBSA3U C PUCKOM JIETAIbHOCTH U CEPbE3HbIX OCI0KHEHHUH.

B HacTosimee Bpemsl BBISBICHBI MOJICKYJSIPHBIE MUIIGHHW Ui TPOBEJACHUs HaIpaBjeHHOU
MaToreHeTUYeCKoi Tepanuu TapreTHbIMU MpernapaTtaMy, BIEpBble 00JaJaloluX CrnOCOOHOCThIO
MoauduIMpoBaTh TeueHWe OosiesHW. [lepBbIii mpemapaT M3 3TOro Kiacca — PYKCOJUTHHHO yiKe
Baperl/lCTpl/lpOBaH B POCCI/II/I JJIA JICUCHMUA neanquro, MNOCTHOJIMIIUTEMNYECKOT'O U
noctrpoMOoluTeMruueckoro Muenoduodposa, BeAyTCs €ro ycrellHble KJIMHUYECKUE UCIbITaHUs MNpu
WCTUHHOM MOJIMUUTEMHUHN U 3CCCHLll/IaJ'leOl7l Tp0M6OLll/lTeMl/ll/l. ﬂpOBeneHne KIIMHUYECKUX WCIILITAHUMN
ITUX npenapaTOB IMMO3BOJIIECT HAACATHCSA Ha yCl'lCLUHOG BHC}lpeHl/le X B Kﬂl/lHl/llleCKy}O ﬂpaKTl/le 141

3HAYUTEJIBHOE TOBBIIICHHUE MPOI0JDKUTEIBHOCTH U KayecTBa )U3HU 00sibHBbIX Ph#eraTiBHbiMu MIT3.
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