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Cnucok coxkpaueHui
AJ1® - anenozunaudocdar

Anno-TI'CK — amioreHHasi TpaHCIUIAHTALIMS TEMOIMTO3THUECKUX CTBOJIOBBIX KIIETOK
AJIT - amannnamuHOTpaHcdepasza

ACT - acnapraraMuHOTpaHcdepasza

AyTo-TT'CK — ayTosiornuHasi TpaHCIJIaHTAMs TEMOMO3TUYECKUX CTBOJIOBBIX KIETOK
AUYTB - akTHBHPOBaHHOE YACTHYHOE TPOMOOTIACTUHOBOE BpeMsI

BK — GnacTHbIl Kpu3

BO3 — BcemupHas opranusanst 31paBOOXpaHeHuUs

I'TT - ramma-riryTaMuITpaHCIENTHAA3A

NH®o - npenapatsl nHTepdepoHa anbdha-2b

UII — ucTuHHAaA OIUIIUTEMUSA

KT — xommbroTepnast tomorpadus

JIAI" — nakTaTaeruaporeHasa

M/IC — MuenouCIuIacTUYECKUM CUHIPOM

MO — MONEKYISPHBII OTBET

MII3 — muenonponudepaTuBHOE 3a00JI€BaHUE

MI13n1 — muenonponudepaTnBHOE 3a001eBaHNE HEKJIACCU(PUITUPOBAHHOE
MPT — MarHuTHO-pe30HaHCHAs! TOMOrpadus

M® — muenopubpos

HMI' — HU3KOMOJIEKYJIApHBIN TeIapuH

MHO — mexayHapoaHOe HOPMAJIN30BAHHOE OTHOLLIEHUE

OB — o61as BBDKMBaeMOCTh

OMUJI — ocTpbIil MUETOUIHBIN JEHKO3

OHMK - ocTpoe Hapy1ieHre MO3rOBOTO KPOBOOOpAIICHHS

[MM® — nepBuuHbIil Muenopuodpo3



[TocT-UIT M® — nocTnonMuuTeMu4eckuii Mmuenoguopos
[Moct-OT M® — nocTTpoMOOIIUTEMUIECKI MueT0()pruOpo3
[ILIP — nosmmmepa3Has HenHas peakius

COD — ckopocTh 0Ocenanus SPUTPOLIUTOB

CDO — cruieHsKTOMHUS

CPb - C-peakTuBHBIN O€IOK

Y/ - ypoBEHb TOCTOBEPHOCTH JOKA3aTEIbCTB
V3U — ynbTpa3ByKOBOE UCCIIEI0BAHNE

YVYP - ypoBeHb yOIUTETEHOCTA PEKOMEH AT
@A — ¢aza akcenepanuu

XMJI — XpoHUYECKHUIT MUETTOUTHBIN JIEHKO3

X® — xponuveckas aza

TAM®O - muKIMYecKkuii afeHo3nHMOHO(ochaT
HI® — menounas ocdarasza

OKT — snexTpokapauorpamma

OI'IC - 330¢aroracTpo1yoeHOCKOITHI

D110 — >puTpono3THH

OT — scceHnmanbpHas TPOMOOIIUTEMHUS

3x0-KI" - axokapauorpadus

OU® - spurpounradepes

P32 _ paguoakTuBHBIA Bochop

CALR - xaappeTuKyJIuH

DIPSS (Dynamic International Prognostic Scoring System)

MCIKAYHapOAHasd IIKajla OLCHKHU IIPOrHo3a

ECOG - Eastern Cooperative Oncology Group

JnHamuyeckas



ELN (European Leukemia Net) - EBporneiickas opranu3anus 1Mo U3y4eHHIO U JICYCHUIO

JIEMKO30B
EORTC - EBpomeiickas opranu3aiius 1Mo UCClIeIOBaHUsIM B 00JIaCTH JICUSHHUS paKa

G-CSF  (granulocyte  colony  stimulating  factor) -  rpanymonutapHbIi

KOJIOHHECTUMYJIHUPYIOLIHH hakTop

IPSET-thrombosis (The International Prognostic Score for ET) — MexmyHapoaHblit

[Iporuoctuyeckuii Uuaekc puckoB TpomM0O03a MpH 3CCEHIUATEHON TPOMOOITUTEMUHT

IPSS (International Prognostic Scoring System) — MexayHapoaHasi IIKaga OLEHKH

IIPpOrHo3a

IWG-MRT (The international working group for myeloproliferative neoplasms research
and treatment) - MexnayHaponHas pabouas Tpynma 1O HM3YYEHHIO U JICYCHHIO

MUENIONPoIr¢epaTuBHbBIX 3a00J1€BaHUN
JAK2V617F — troueunas myranus (3aMeHa r'yaHHHA HAa TUMHUH) B TeHe SIHyC KHHA3bI

MCH - mean corpuscular hemoglobin, cpenHee conepkanue reMorao0nuHa B OTJEIBHOM

SPUTPOLIUTE B A0COITIOTHBIX €IUHUIAX

MCHC - mean corpuscular hemoglobin concentration, cpeaHss KOHIIEHTpPAIUSI

reMOrJIOONHA B SPUTPOLIUTAPHON Macce
MCYV - Mean Corpuscular Volume, cpegauii 00beM 3pUTPOLIMTOB
MPL — ren peuenropa TpoMO0No3THHA

MPN-10 - Myeloproliferative Neoplasm — 10, ompocHHK [Uii  OICHKH

KOHCTUTYUHOHAJIbHBIX CUMIITOMOB Y 0O0JIBHBIX MI/ICJIOHpOJII/ICI)epaTI/IBHBIMI/I 3a00JIEBAaHUSAMU

NCCN (National Comprehensive Cancer Network®) - Hanronansaast OHKOJIOTHYeCKas
Cets CIIIA

PAI-1 - plasminogen activator inhibitor-1, uaruburopa akruBaropa miasMuHOreHa 1-To

THUIIa
pCO2 - napiuanbHOE JaBJICHUE YTIESKUCIOTO Ta3a

PVSG (Polycythemia Vera Study Group) — rpymnma o HW3yYeHHIO HWCTHHHOM

IIOJINIIUTEMHU U



PUVA (psoralen + UVA treatment) — ITYBA—repanust; ynsrpaduoneroBas GpoTorepanus

B KOM6I/IHaI_[I/II/I C IMCOpaJICHOM

RDW - red cell distribution width, oTHOCHTeNBHAS MIMPHHA pacIIPEACICHIS SPUTPOIUTOB

1o 00BEMY


http://en.wikipedia.org/wiki/Psoralen
http://en.wikipedia.org/wiki/Ultraviolet

TepMmunbl 1 onpeae/ieHUs
Tpenano0uoncusi — 3To AMArHOCTUYECKAs MPOIIeaypa 3a0opa 00pa3IioB KOCTHOTO MO3Ta

MyTeM MYHKIUU I'peOHS MOJAB3/A0IIHON KOCTH C MCIIOJNBb30BAHUEM CIIEUATIBHOTO MHCTPYMEHTA
TpernaHa.

Mmuenopuépo3 — 310 MOpPQOJIOrHMUECKHI TEpMHH, KOTOpBIA XapakTepusyeT ¢(uodpo3s
CTPOMBI KOCTHOTO MO3ra C BBITECHEHMEM JJIEMEHTOB TI€MOII033a, BCTpPEYaeTcss IpH
METACTaTMYECKOM M JIMM(POMHOM TMOPAKEHHSX KOCTHOI'O MO3ra, OCTpPBIX JeiKo3ax,
Muenoauciiactudeckux cuuapomax, MJIC/MII3, xponnueckom muemnoineiikoze BCR-ABL1+,
BOJIOCATOKJICTOYHOM Jieiiko3e. Cpenu HEOMyXoJeBOM MaToJIOTHH MHENo(puOpo3 B KOCTHOM
MO3T€ MOXKET BCTpPEUYaThCs NMPU MHPEKIIHMOHHBIX M ayTOMMMYHHBIX 3a00JI€BaHHUSAX, HA MO3IHUX
JTamax HeKpo3a KOCTHOT'O MO3Ta Pa3IMYyHOM ATHOJOTUHU BCIEACTBHE (DUOPOTHCTHOLMTAPHOU
npommdepannu ¢ 3amenieHreM (GuOpPo3HON TKaHBIO HEKPOTU3MPOBAHHOTO KOCTHOTO MO3Ta, WU
BBISIBJISIETCS TP MOBTOPHOM TPEMaHOOMOIICUH U3 3TOTO K€ y4acTKa MOJB3A0IIHON KocTu. [lpu
maddepeHInanbHON  TUarHOCTUKE  ClIeQyeT MpUHUMAaThb BO BHHUMAaHHE BO3MOXKHOCTh
muenopudposa peaktuBHOU npupoabl npu tepanuu G-CSF, ¢ pacmmpeHrneM U OMOJIOKCHUEM
IPaHyJIOLUTAPHOTO POCTKA, YCHJIEHMEM DPETUKYJIMHOBOIO Kapkaca cTpoMbl. Kak u BO Bcex
cinydasx guarHoctuku MII3, HeoOXxoaum TiIAaTenbHBIA CcOOp KIMHUKO-aHAMHECTHUECKHUX,
1a00paToOpHBIX NaHHBIX. Muenodudpo3 MoxeT BOSHUKHYTH B pe3ysibrare Tpanchopmanuu UII u
OT. Takum o6pazom, cieayer pazimmuath [IM®, MuenopuOpo3, BO3HUKIIHI B PE3yJIbTaTe
nporpeccun/rpancopmanuu UI/IT u mopdonorndeckuit TepMuH «MUETOPUOPO3».

OpUTpOMeNAITuA — OTO XPOHUYECKHH  aHTHOTPOGOHEBPO3,  MPOSBIISIOIIHIACS
MApOKCH3MaMHU JIOKAIbHOM >Krydyeid O0JiM C OTEeKOM M Pe3KUM IOKpacHeHueM Koxu. Kak
MIPaBUJIO, BO3HUKAET B CTOMAX, PEXKE B KUCTAX, 00JIaCTH YIIHBIX PAKOBUH, HOCa. MOXKET UMETh
IIEPBUYHBI U BTOPUYHBIN Xapakrep. IlaTonorus nmarHocTupyercss 1O TUIUYHON KIMHHKE

MpHUCTyIaA.



1. Kparkas undgopmanus no 3a60/1eBAHNI0O WIH COCTOSTHUIO (TPyIine

3200J1eBaHUIl MJIU COCTOSTHUI)
1.1 Omnpenesenue 3a00JieBaHUsI WJIHM COCTOSIHMA (rpynmbl 3a00J1eBaHMi  WMJIM

COCTOSIHM )

MuenonpoaudgepatuBnble 3adogeBanus (MII3) npencraBisitor co0oil KiIOHaNIbHbIE
3a00J€BaHUs, BO3HMKAIOIIME Ha YPOBHE CTBOJIOBOM KpOBEeTBOpHOW  kierku. MII3
XapakTepu3yroTcs nponudeparueii oqHoi unu 6osee KIETOUYHOM JIMHUYA MUEJION033a B KOCTHOM
MO3T€ C TpU3HAKaMH COXPAaHHOW TEePMHHAIBHOH aH(QPEepeHINPOBKH, W COMPOBOXKIAIOTCS
M3MEHEHHEM Toka3aTelnel nepudepuieckon KpoBH.

HUcrunnas nmosuuuremus (UII) (cuHoHuMBI: spurpemusi, Oose3Hb Bakesa, nctuHHas
KpacHas mnoiunutemus) — kinoHanbHoe MII3, kotopoe xapakrtepusyercss mnposrdeparueit
SPUTPOUJIHOTO,  T'PaHYJIOLUTAPHOTO,  MErakapuOIMTAPHOTO  POCTKOB  MHEJIOIO033a, C
MPEUMYIIECTBEHHON Mpoiudepanneidl >pUTPOUTHOIO POCTKA KPOBETBOPEHHUS (ITaHMHUENO03),
YBEJIMYEHUEM YHCIIAa SPUTPOLIUMTOB M TIOBBIIICHHEM YPOBHS T'e€MOTJIOOMHA, TPOMOOIIMTO30M,
JEHKOIUTO30M B mnepudepruyeckoil KpoBU (MAHIUTO3), HE3aBUCHMOCTBIO 3PUTPOIIOI3A OT
HOpMaJIbHBIX MEXaHMU3MOB peryisauuu. [lodutn Bce mamMeHTh! SBISAIOTCA HOCUTEISIMU MYTalluu
JAK2V617F nnm npyroi GyHKIMOHAIBHO CXOHON MyTaIIHH.

JccennuaiabHas Tpomoouutemuss (OT) (CHMHOHUMBL: TMEPBUYHBIA TPOMOOIIMTO3,
UIMOTIATHYECKUN TPOMOOIIMTO3, TeMopparuueckas TpomoOonuTemusi) — KioHadbHoe MII3 ¢
HEKOHTpOJIMpyeMoi mposrdepanueil MerakapruouuTOB, XapaKTepHU3YIOLIeecs MOBBIIIEHHBIM
YUCIIOM KpPYHHBIX M THTFAaHTCKUX MErakapHOLUTOB B KOCTHOM MO3r€, TPOMOOLIMTO30M B
nepudepuueckoii kposu (>450 x 10%11), BLICOKUM pUCKOM TPOMOO30B U/UIM KPOBOTEUECHHUIA.

MuenonposudeparuBHoe 3a6oeBanue, Hekiaaccupuuupyemoe (MII3H) - cormacuHo
pexkomengausaM BO3 2017 r., maHHBI [uarHo3 cleayeT HCIOJIb30BaTh IMPU HATUYUU
KIIMHUYECKHUX, J1a00paTOPHBIX W THUCTOJOTMYECKHX (B TpEmaHOOMOINTaTeé KOCTHOTO MO3ra)
npusHakoB MII3, He cOOTBETCTBYIONIMX KaKOH-IMOO OIpeesieHHOW HO30J0rnueckoi (opme
knaccnyeckux Ph-meratuBHbeix MII3. Yame Bcero 3Ta KaTeropusi HCIONB3YeTCS NpU
PACXOXKIECHUU MEXKIy KIUHUYECKHUMH, JIa0OpaTOpHbIMU M MOP(OIOTHUYECKUMHU JTaHHBIMH,
MO3BOJISIONIMMHU BepU(DUIIMPOBATH Ty WM HHYIO HO30J0rHuecKyto hopmy MII3, uro namnbonee
4acTo OBIBaCT MNPH paHHHUX CTaausx 3aboseBaHuid. Tarke nuarHo3 MII3H MokeT OBITH
WCIOJB30BaH NpU TEPBUYHOM JHarHOCTHKe B (aze OmactHoro kpusa 3aboneBaHus, 0e3
MPEIIECTBYIONIEr0 aHaMHe3a M yCTaHOBJIEHHOro panee auarHo3a MII3. Emie onnum cioydaem
ycraHoBieHus auarHo3a MII3H wmoxker ObiTh couetannme MII3 ¢ BOCHATUTENBHBIMH,
MeTabOoIMYECKUMHU WIIM OIyXOJIEBBIMU 3a00JIEBaHUSIMHU, MACKHPYIOIIMMH OCHOBHBIE NMPU3HAKH

TOW UITU MTHOW HO30JIOTUYECKON (hOPMBI.



MII3H He paumarHocTUpyeTcs: Mpu o0ObeMe TpemaHoOMWomnTaTta KOCTHOTO MO3ra,
HEJIOCTATOYHOM JIJIsl aJIEKBAaTHOTO aHAJIW3a; MPU OTCYTCTBUU MPEAOCTABIECHHBIX KIWMHUIIUCTAMHU
KIMHAYECKUX W J1a0OpaTOpHBIX JaHHBIX, NPH HAIWYUK TPEANISCTBYIOMIEH Tepanuu
[UTOCTATUKAMU WA KOJIOHUECTUMYJIHUPYIOIIUMU (HaKTOpaMu; TPHU HATUYUU peapaHKUPOBKH
reaoB PDGFRA, PDGFRB, FGFRL1, BeisBiennn xumepaoro reaa BCR-ABL1.

HepBuunbiii Muenopuopos (IIM®D) (CMHOHUMBL: XPOHUYECKHA HMIMOTMATHUYECKUN
MuenouOpo3, arHoreHHas MUEJIOWAHAS METaIlla3us, MHUEIOCKIEPO3 C  MHEIOHIHOM
MeTaIjia3uen, cyOelKeMIIecKHii MUEN03, XPOHUYECKUI IrPaHyJIOLUTAPHO-
METaKkapHOIIMTAPHBI ~ MHEI03) BO3HHMKaeT (e NOVO, XapakTepu3yeTcs  KIOHAILHOU
nponudepanreidl CTBOJIOBBIX KIETOK, aHOMAJbHOM OSKCHpeccHeil IHMTOKUHOB, (HUOpo3omM
KOCTHOTO MO3ra, TIeMaToCIUICHOMETAIMEN KaK CIEICTBUE SKCTPaMEAyJUISIPHOTO TEeMOM033a,
CUMITOMaMHU  OIyXOJEBOW  WHTOKCUKAIlMM,  KaxeKcheil, JelKorpurpoOIacro3oM B

nepudepuyeckoil KpoBH, JEHKEMUYECKON MPOTrpecCuei, HEBBICOKON BBKHBAEMOCTHIO.

1.2 JTHosorusi u naroreHe3 3adoJieBaHUsl WM COCTOSIHMA (Tpynnbl 3a00/1eBaHUMH
HUJIM COCTOSIHMIA)

Ortnonorust MII3 1o cux mop He ycraHoBieHa. Bepymieil runore3oil sBisercs
MHOTO3TAallHOCTh BO3HUKHOBEHHUs 3a00JieBaHUs, TJA€ MNPEIPacHoOKEHHOCTh K O0JIe3HH
peanusyercst MOoJ BO3JACHCTBHEM BHENIHMX (DaKTOPOB, MOBPEXKIAIOIIUX T'€HOM HOPMaJIbHOMN
KIETKM M HPHUBOJALIMX K €€ 3J0KAaueCTBEHHON TpaHcopmanuu. Hecmorps Ha TO, 4TO B
MOCJeIHUE TOJbl JIOCTUTHYTHI 3HAUUTENbHBIE YCHEXH B pPACHIM(POBKE MOJIEKYISIPHO-
reHeTuyeckux mexaHusMoB Ph-neratuBubix MII3, nepBoHauanbHass MyTanusi, IpUBOISIIAs K
MaJIMTHU3AIMU T€MOTO3TUYECKOM KJIETKH Heu3BecTHa [1, 2].

B nocnennee Bpemsi JOCTUTHYT 3HAUUTENbHBIN MPOrpecc B MOHUMAHUM MOJIEKYJISIPHOTO
natoreHeza MII3. Myranuu B omnom u3 Tpex renoB - JAK2, MPL, CALR - moryT ObITh
OOHapyXeHbl y TOJABIAIONIETO OonbIIMHCTBAa manueHToB ¢ MII3. Jlannsie MyTanuu
MPEACTABISIIOT COOOW «IpaiBEpHBIC», KOTOpPhIe MOTYT omnpeaenats ¢enotun MII3. Myrtamus
JAK2V617F onucana B 2005 romy. Yacrora BoisiBienust JAK2V617F cocraisier okosno 95%
pu UIL, 50% u 60% npu 3T u [IM®. ComaTtuyeckue MyTalllu B Ipyrux sKk3oHax reHa JAK2
ObutM BHOCHEACTBUM OOHapykeHbl y mnauueHToB ¢ MWII (myramms JAKZ B sk3o0He 12).
AKTUBHpYIOIIIME MyTalliy B T€HE perenTtopa TpomoonodtuHa - MPL, MoryT ObITh 0OHapYKEHBI
aub0 Kak TOJIOMKAa B PEAKUX clydasx cemeitHoro tpombormto3a (MPLSS505N), mmubo xak
COMaTHYECKUe MyTaluu, Bo3Hukaronme y 3—8% mamueraTos ¢ [IM® wm 3T (MPLW515). B 2-
13 romy OTKpBITBI coMaTHueckue MyTtanuu B reHe KanbpeTukyiuH (CALR), kotopsie

Berpeuatores y 20-35% mamuenToB ¢ OT wmmm [IM®. Myranmuun CALR u JAK2 sBistorcst



B3aMMOMCKIIIOYAOMUMH Yy nanueHToB ¢ MII3, XoTs MOryT BCTpedaTbesi peAKHe UCKIIOUSHMS
[3].

[pu UIT u OT BesBIsAIOTCS ¥ MyTaruu B apyrux reHax: TET2, IDH, ASXL1, DNMT3A u
np. Hu ogna w3 HuX He crnenuduuHa it kiaccudyeckux Ph-weratuBubsix MII3, a ux
MaTOreHeTHYeCKasi 3HAYMMOCTh uccienyercs [4, 5].

MonexymsipHo-reHeTHueckue HapymeHus npu Ph-weratuBusix MII3 npuBomar
aktuBatmu  JAK-STAT curHampbHOro myTH. Pe3ynapTaroM 3TOTO SBISICTCS TOBBIIICHHUE
nponudepauu U yBeIWYEHHE KOJIMYECTBA SPUTPOLUTOB, JEHKOLUUTOB M TPOMOOLUTOB B
nepudepuyeckoit kposu npu UI1T umm uzonupoBanssiii TpomooruTos npu IT. [latorenes MII3,
B yacTHOocTH [IM®, cioXeH M COCTOMT U3 LeNU COOBITUH, NEPBUYHBIM U3 KOTOPBIX SIBJISIETCS
MOSIBJIGHUE  IMaTOJIOTHYECKOro KJIOHA. M3BEeCTHO, dYTO JEeHKeMHYeCKHe MOHOILUTH U
METaKapHOIMThl AKTHBHO MPOAYILHPYIOT MHOKecTBO 1uTokuHoB (TGF-B, FGF, VEGF, ANG1,
OPG, BMP4), u30bITOK KOTOPBIX CTUMYJUpYyeT (puOpo3, HEOAHTHOT€HE3 W TPHUBOAHUT K
ocreockiepody. Hapsmy ¢ 3TuM Hapymiaercsi cBsi3b CTBOJIOBBIX KIJIETOK C MUKPOOKpPYKEHHUEM,
YTO CHOCOOCTBYET MOSIBICHHIO SKCTpaMeayJUIIPHBIX OYaroB TeMOI033a, MpEeXJIe BCEro B
CeNIe3eHKe M Ie4eHU. MacCUBHBIA BbIOPOC IIMTOKMHOB - OJHA M3 NPUYMH BO3HUKHOBEHUS
CHUMIITOMOB OITyXOJICBOM WHTOKCUKAIlMM, YTO TPHUBOJUT K 3HAYUTEIHHOMY YXYJIICHUIO
Ka4yecTBa )KU3HM namnueHToB ¢ [IM® [6].

KnonanbHass wmuenonponmudepauns npu Ph-meratuBusix MII3  Takke Moxer
COIPOBOKIATHCS BTOPHYHBIM BOCHMAJICHHEM C W3MEHEHHSMH CTPOMBI KOCTHOTO MO3ra M
NATOJIOIMYECKOM BBIPA0OTKOM LUTOKMHOB. B pa3Butum muenopudposa, Kak MepBUYHOrO, TaK U
BTOPUYHOTO, OCTEOCKJIEpPO3a M aHTHOTEHEe3a BOBJICYCHBI TPaHCHOPMHUPYIOUIHHA (aKTOp pocTa
6era (TGF-f) MuenouagHbIX NPEIIICCTBEHHUKOB, pPOCTOBOH (hakTop BbIpabaThIBaeMbIii
tpomborutamu  (PDGFR) wu »supotenuaneHbiii  cocymucteii  dakrop pocra (VEGF).
ITatonornyeckas BbIpabOTKA IUTOKMHOB, XEMOKHHOB U METAJUIONPOTENHA3 MOXKET MPUBOIUTH K
MATOJIOTHYECKOMY  MEKKJIETOYHOMY  B3aMMOJCWUCTBUIO  HEUTPOPWIOB, MOHOIMTOB U
MerakapuonuToB, Beixoy CD34+ MuenoniHbpIX NpeAleCTBEHHUKOB U SHI0TEINAIbHbBIX KIETOK

B IepUQeprudecKyro KpoBsb [6].

1.3 Dmmaemuosiorusi 3a0oJieBaHUsl WJIM COCTOSIHUSI (Fpynmbl 3a0oJieBaHMi MU
COCTOSTHM )

3a001eBaeMOCTh M PACHpPOCTPAHEHHOCTh PA3IMYHBIX HO30s0rndeckux ¢opm MII3
HEOJIMHAKOBA. OMHJIEMHUOJIOTUYECKUX MPOCHEKTUBHBIX MOMYJSIUOHHBIX HCCIEA0BaHUM 1O
3aboneBaemoctu MII3 1o Hactosmero Bpemenn B Poccum He mnpoBommnoch. CoriacHo
3apyOeKHBIM JaHHBIM TiepBuYHas 3aboneBaemocth UII cocraBnser 0,95; [IM® - 0,22; OT -

0,51, MII3n - 0,41 ma 100000 Hacenenus B ron cooTBeTcTBEHHO [7]. IIpu peTpocnekTMBHOM



necsatuietHeM wuccinenoBanun B 1. Cankrt-llerepOypre mnepBuunas 3aboneBaemMocTth Ph-
HeratuBHBIMH MII3 coctaBmsna: UII - 0,83; IIM® - 1,01; 3T - 1,00 ma 100000 HaceneHus B IO
cootrBeTcTBeHHO. OOmee koianyectBo namueHToB ¢ Ph-meratuBuniMu MII3 B Poccuiickoit
denepai MOXKET COCTaBIATH 0KOJIO0 40 ThICsY mauueHToB: 8,5 Teicsy manueHTtos [IM®; 11,5
Teicsiy marnueHToB ¢ OT; 20 Tteicsu manmentoB MUII (mpu anmpokcumanuu AaHHBIX 110
pacnpoctpaneHHoctd MII3 B 1. Cankr-IletepOypre), 94To MOXKET COCTaBISATh OKOJO OIHOMN

YEeTBEPTHU OT OOIIEH pacpoCcTpaHEHHOCTH reMo0IacTo30B [8].

1.4 OcoGenHocTH KOAMPOBaHWS 3a00JieBaHMSl MJIH COCTOSIHMS  (TPyNIbI
3a00/1eBAaHMH WJIM COCTOSIHMH) 10 MeXKIYHAPOAHOH CTATHCTHYECKON KJaccupukamum
0oJie3Hel M MPo0JieM, CBSI3AHHBIX €O 310POBbEM

D45 IMomunureMus HCTUHHAS
D47.3 DccennmanbHas (reMopparudeckas) TpOMOOITUTEMUS
D47.4 Ocreomuenodudpos

1.5 Kuaaccudpukanusi 3a0osieBaHMsl WM COCTOSIHMSA (Tpynnbl 3a00/1eBaHuN WMJIH
COCTOSTHM )
B cootBerctBum c¢ knaccudpukanueir BO3 2017 r. rpynnma xponuueckux MII3

o0BeauHseT ceMb HO30J0THYeCKuX Ghopm [9]:

® XPOHUYECKHI MHUETOoUIHBIN Jeiko3 (XMJI);
o UII;
e JIMO:

[IM®, npedudposnas / paHHsist cTaaus
[IM®, pa3BepuyTast pubpo3Has cTaaus;

o OT;
e MII3H;
e XpoHWYecKHi HeUTpoduIbHbIA neiko3 (XHJI);
® XPOHUYECKHI 303MHOGUIbHBIN Jeliko3 (XIJI).
®a3p1 [IMD
B  xmuamueckom Tedenuu [IM®  Bemenstor  Qaspl, OoTpakalolue —CTENneHb
MPOrPEeCCUPOBaHUS 3a00JIeBaHUS: XpOoHUYECKyto ¢a3y (XDP) u TepMuHATBHYIO (hazy OnacTHOM
TpaHchopmanuu, uin 6mactaeii kpu3 (BK).
Xponunueckas ¢aza (XD) sBusercs HadanbHOU cramueit [IM® u guarHoctupyercs y

OonbinHcTBa (O0nee 90%) BHepBble BBISABICHHBIX HanueHToB. Hanbonee XapakTepHbIMU



MpU3HAKaMU SIBJISIIOTCS M3MEHEHMs] KIMHUYECKOro aHajiu3a KpoBH (JIEMKOIpUTPOOIACTO3,
MIOCTENIEHHBIM CABUT B HEUTPOPUILHOM M 3PUTPOUAHOM PSAy 10 MOJIOABIX (JOPM C HATMUUEM
MIPOMEXYTOUHBIX (POPM CO3PEBAHMUSI), YBEJIMYEHHE Pa3MEPOB IEUYEHU U CEJIC3CHKH, HAJIU4He
CHUMIITOMOB OITyXOJIEBOW MHTOKCUKAIIMH (JIMXOPAJKa, MOTeps Beca, NpoQy3HbIe HOYHBIE MTOTHI);

®aza akcenepanuu (DA) muarnocrupyercs npu Hamuuu 6mactoB 10-19% B xocTHOM
MO3re Win nepudepruieckoi Kposu;

bnactueiit kpu3 (BK) sBisiercss TepMUHANBHO#M CTajuell pa3BUTHS IMATOJIOTHYECKOTO
npouecca npu IIM®. [Imarmoctuueckum kpurepuem bK IIM® sBnsercs Hanmuuue B
nepudepruuecKoil KpOBU HITH B KOCTHOM Mo3re >20% OnacTHbIX kieTok [9, 10].

Cragnn IIM®

B penakmuu knaccupukanuu BO3 2017 . BeIenstoT npeduOpo3Hy0/paHHIO CTaIUI0
u pubposnyto craauio 3adoneBanus. JAuddepeHunanbHy0 TMarHoCTUKY ClIeAyeT MPOBOIUTH HA
OCHOBAaHMM  THCTOJIOTUYECKOTO  KCCIEJOBAaHUS  TpermaHoOHomTara  KOCTHOTO  MO3ra,
71a00paTOPHBIX XapaKTEPUCTUK, KITMHUYECKUX JAaHHBIX.

[Ipecdubpo3Has/paHHsist cTaaus XapaKTepU3yeTcsi THUIIEPKIETOYHOCTbI0O KOCTHOTO MO3Ta C
paciiipeHreM TpaHyJIOUTAPHOTO pOCTKa, Mpojudepanneil MerakapuolUTapHOIO POCTKA C
aTUNHEH TUCTOTONOrpaduu M CTPYKTYPHl METakapuOIMTOB, OTCYTCTBUEM WM MUHUMAJIbHBIM
petukynuHoBbIM  pubpozom (MF-0, MF-1 mo EBpomneiickoii cucteme rpajaaimuu).
[Ipedubposnas/pannss cragus [IM® oTBedaeT 0OCHOBHBIM KputepusaM kinaccudukaun BO3, Ho
JEUKOIPUTPOOIACTO3, CIVIEHOMETANINSI M aHEMHUs Yallle BCEro OTCYTCTBYIOT. B KiMHMuecKoi
IIPAKTUKE IIOSIBICHUE AaHEMUU, IIOBBIIIEHHOE KOJMYECTBO JIEMKOLMTOB WM IIOBBIIEHUE
aktuBHOCTH JI/II' B CHIBOPOTKE MOJKHBI HACTOPOXHMTHh Bpada M 3aCTaBUTh IEPECMOTPETH
nuartos [9].

®ubpo3Has cragus MOp(HOIOrHUECKU XapaKTepU3yeTCs peTUKYJINHOBBIM, KOJJIar€HOBBIM
¢ubpo3omM KOCTHOro Mo3ra unu ocreockiepozom (MF-2, MF-3 mo Epomneiickoil cucreme
rpajialiii), pPEeayKIHe OSPUTPOUTHOTO  POCTKA, BBIPAKEHHON  aTHUMUEH  DJIEMEHTOB
MerakapuonurTonods3a. KiuHuueckas KapTHUHA XapaKTepu3yeTcs CIUICHOMEralueil, aHemuew,
noBbiieHueM aktuBHoctd JIJII', JeWKO’pUTpOOIAcTO30M B TeMorpaMme, IOSBICHUEM

KaIIEBUJAHBIX SpUTPOLUTOB [9].

1.6 Kiinnuyeckasi kKapTHHA 3200/IeBAaHMSI WIM COCTOSIHMS (Tpynnbl 3a0osieBaHMi
WU COCTOSIHUI)

KimHnyeckue npu3Hakyu UCTUHHOW MOJIMLIIUTEMUN

Jnsa WII xapakTepHO HalIW4Me JBYX OCHOBHBIX CHHIPOMOB — IUIETOPHYECKOTO H

MUENONPOIU(PEpaTUBHOTO.



[Tneropuueckuii cuHApPOM (OT CIIOBAa «IIJIETOPa» — IOJHOKPOBHE) XapaKTEpU3yeTCs
YBEJIMYEHUEM MacChl HUPKYJIUPYIOLUIMX 3PUTPOLUTOB, YTO MPUBOIUT K MOSBICHUIO KajJo0 Ha
rOJIOBOKPY>KEHHE, TOJIOBHbIE 0O, YXYIILIEHUE 3PEHUSI, KOKHBIN 3y]l, IPUCTYIIBI CTEHOKapIuHu,
MIPUCTYTIBI MMOKPACHEHMS MalbLEB PYK M HOT, KOTOPbIE CONPOBOXKAAIOTCS OOJBIO M KKEHUEM
(aputpomenanrus). [Ipy ocMoTpe KoOXKa M BUIUMBIC CIH3UCTBIE OOOJOYKH C CHHIONIHBIM
OTTEHKOM (TOJIOKUTENbHBINA cumnToM Kynepmana). XapakTepHbl COCYJUCTbIE OCIIOKHEHHS —
TPOMOO3bI J1F000H JIOKaNU3aI1H.

MuenonponudepaTuBHbIil  CHHAPOM  OOYCIIOBJIEH THIEpIUIa3uell TpeX POCTKOB
KPOBCTBOPCHUA. HpOHBHSIGTC?[ B BHUAC KOXHOI'O 3yJda, MOTJIMBOCTH, CJ'Ia6OCTI/I, MMOBBIIIICHHON
TeMIlepaTypsl Tena, Oonei B KOcTsX. [IOBBIIEHHBIH pacraa rpaHyJIOIHMTOB COIPOBOXKIAACTCS
HapylIeHHeM ypaTOBOTO OOMEHa, YTO TMPOSBISETCS B BHAE MOYEKHCIOrO JUaTe3a,
KaMHeoOpa3oBaHMsI B IIOYKaxX, IOJAArpel, nojarpuyeckoil nomuaptpanrud. CruieHoMeraaus
MOXeET OBbITh OOYyCJIOBJICHAa YBEIHMUYEHHEM CEKBeCTpHpyromel (yHKium cene3eHku. B psne
Clly4aeB CIUICHOMETIHs SBIACTCS PE3yJIbTaTOM IOPTAIbHOW THIEPTEH3UH, pa3BUBIICHCS
BCJIEJICTBHE TPOMOO30B BEH OpIOMIHOM MOJOCTH. 3HAYMMBIH pPOCT pPa3MEpoOB CEJIE3CHKH

COIPOBOKIaeTCs aucKoMdopTom 1 6ossiMu B skuBoTe [8, 9].

Knunnyeckue npusHaku 3cceHIIMaIbHON TPOMOOIIUTEMUN

VY nanuentoB ¢ DT MoryT HabmIOAThCS CUMOTOMBI YXY/IIEHUS OOIIET0 COCTOSHUS —
YTOMJIIEMOCTb, CHUKEHUE KOHILIEHTPAlMM BHUMaHUA. MHUKPOLMPKYISTOPHBIE OCIOKHEHUS
MPOSIBISIOTCS OOJIE3HEHHBIMU TOKPACHEHUSIMM B OOJIACTH MNAJIBLEB PYK M HOT, OTEKOM H
AOKeHneM (3putpomenanrus). HapymeHuss MUKpOLUPKYJISLUN FOJOBHOI'O MO3Ta (TpaH3UTOPHBIE
UIIEMUYECKUE aTaKH) MPeICTaBIIAI0T cOO0W MepUOoaUUECKHe MPEXOAslIe HapyIIeHUs! 3peHHUs,
peun (mu3apTpusl) WM TOXOJKH, TOJIOBHbIE O0OJiM, HapylIeHUE SICHOCTU CO3HAHUS,
TOJIOBOKPY>KEHUSI WM MHUrpeHU. TpomOosMOonus — Hambosee pacupoCTpaHEHHOE U OIAacHOE
ocnoxxHenue npu OT, BeIpakarouieecs B TpomM003ax BEHO3HOM M apTepUaNbHOW CUCTEM, B
YaCTHOCTH, KPYMHBIX COCYJIOB OPIOIIHOW IOJIOCTH (BOPOTHOM, NMEYEHOUHOM, CEIe3€HOYHON U
OpbDKEEUHBIX BEH), BEH HIDKHHUX KOHEYHOCTEH, KOPOHAPHBIX apTEPHid, apTepHil TOJOBHOTO
Mo3ra. BO3MOXXHO pa3BUTHE TeMOpPpParnyecKUX OCIOXKHEHMM — KpoBoTeueHuil. OTmedaercs
MOBBIIICHHBIA  yPOBEHb CIIOHTAHHBIX HEBBIHAIIMBAHWUN OEPEeMEHHOCTH, IJIAlleHTapHBIX

nH(GAPKTOB C MOCEIYIONUM HapyIIeHHEM PocTa 1 rrbenbio mioaa [8, 9].

Knnnnyeckue npusHaku nepBUYHOro mMuesnopudposa
Knunuueckass kaptuna npu [IM® xapakrepusyercs MHOrooOpa3sueM IpOsBICHUM.
Havanphblil nepuon 60s1€3HU y OOJIBIIMHCTBA MAMEHTOB MOXKET MPOTEKaTh OECCUMIITOMHO Ha

MPpOTSKECHUN psAda JICT. Hepem(o IMMPpU3HAKN 3a001€BaHUs O6Hﬂpy>I(I/IBaIOTC$I IIpHU BBIIIOJIHCHUU



KJIIMHUYECKOIr0 aHaIM3a KPOBU Ha MPO(GUIAKTHYECKOM OCMOTPE WJIH 110 MOBOY CONYTCTBYIOILEH

matonoruu. KimHU4YecKue IMMPOABJICHUSA IIM® He HMEIOT NMaTOTHOMOHUYHEIX CHMIITOMOB H

CKJIaJIbIBAOTCA U3 HCCKOJIBKUX CUHIPOMOB!

CHHIIPOM  OIYXOJEBOH HMHTOKCHKAlMM —  MPOTpecCHUpylomas  ciabocTh, HE
COOTBETCTBYIOIIAasl CTETIEHU aHEMHH, CHIDKCHUE amlleTuTa, MoTeps Beca, MOTIUBOCTD,
cyOdeOpunpHas Temreparypa, OOMM B KOCTSX, 3yA KOXH, YXYAIICHUE TCUCHUS
COIYTCTBYIOIIUX 3a00JI€BaHMUIA;

CHHJIPOM OITyXO0JIEBOH mposidepanuu — OOJM U YyBCTBO TSDKECTH B JICBOM Iozpedephe,
CBS3aHHOE C YBEIWYEHUEM CEJIe3CHKH, TreraToMeraivs, NPy AJUTEIbHOM TEYSHHUU
3a00JIeBaHUs y TAIMCHTOB MOTYT TakKXKe pPa3BUBAThCA OYard SKCTPaMEIyJLIIPHOTO
KPOBETBOPEHHS B APYTUX opraHax (JumdaTHuecKue y3Ibl, JIETKUe, TUIeBpa, OprolinHa,
CIIMHHOW ¥ TOJIOBHOM MO3T, KOXa, MSITKHE TKaHW KOHEYHOCTEeH), OOyCIOBIMBAas
KJIMHUYECKHE MTPOSBIICHUS, CBS3aHHbIE C TOPAKEHUEM STUX OPTraHOB;

AQHEMHWYCCKUH CHHIPOM — O0Immas ciaaboCTh, OJIBIIIKA, CHI)KCHHE TOJICPAHTHOCTH K
¢usnueckoil Harpyske, OJIEIHOCTb KOXU M CIHM3UCTBIX, TaXWUKaApAWs, THUIIOTOHMS,
yXyIIIEHUE TEYCHHUS CEPACYHO-COCY TUCTHIX 3a00ICBaHUN;

TPOMOOTHYECKUE OCIIO)KHEHUS — TPOMOO3BI M TPOMOOAIMOOIHMH COCYAOB Pa3sTUYHBIX
OpraHoB U TKaHeW, TpomOo¢ieOuTsl nepudepudeckux cocyaoB, UHPAPKT MHUOKapIa,
HApyIICHUs MO3TOBOTO KPOBOOOpAIlleHHUs, KOTOpbIe MpPU OECCHMITOMHOM TEUYEHUU
[IM®, cimy»aT moBOIOM ISl 00CIIeIOBaHUS M YCTaHOBJIEHUs auarnosa [IM®;

CUHAPOM WH(MEKIIMOHHBIX OCIOXHEHHH — pa3BUTHE ONMOPTYHHCTUYECKUX WM OoJjee
TSDKEJI0€ TeUeHNE OOBIYHBIX MH(EKITMOHHBIX 3a00JICBaHUN;

TeMOpparui4eckKuii CHHJAPOM — KPOBOTOYMBOCTh TPU MHHHUMAJIBHBIX TpaBMax HWIU
CIIOHTAHHbIE  TETEeXHallbHble WJIM  CHHSYKOBBIE  KPOBOWBIHUSHHUA, TNPUYMHAMU
KPOBOTOYMBOCTH MOTYT OBITH TpomOouuToreHus Ha ¢oHe (pubpo3a KOCTHOTO MO3Tra,
TUTIEPTPOMOOIINTO3 W BTOpWUYHBIA nedunut (akrtopa BuinmeOpanma, koarysomatus
BCJIC/ICTBYE HapyIIeHUs (QYHKIIMU TIEYCHU U PA3BUTHS MOPTATHHON TUIIEPTEH3UH;
KJIMHUYECKUE TMPOSIBICHUSA, OOYCIOBJICHHBIE KOMIIPECCHEH OpraHoB, 3a CYeT
BBIPAXCHHOW CIUICHOMETAJINH, TeIaTOMETaInu;

MOpTalbHAsg TUNEPTEH3Us (BBIICISIOT CIEAYIOIUE MPUYUHBI MEYEHOYHBIX OJIOKOB:
NPECUHYCOUTABHBI  TPOMOOTHYECKUH  ONOK;  CHHyCOWJalIbHAas  OOCTPYKIIHS;

HOCTCHHYCOUIAIBHBIN OJIOK 1Mo TUIly cunapoma bamxna-Kuapu) [8, 9].



2. JluarnocTuka 3a00J1eBaHUsI UJIM COCTOSTHUA (IPyNibl 3a00/1eBaHUil
WM COCTOSIHMM), MeIMIIMHCKHE MOKA3AHUS M MPOTUBONOKA3AHUSA K

HpI/IMeHeHI/IIO METOJA0B TUATHOCTUKH
Mnocue p€KOM€H006aHHbl€ Memoobl OUASHOCMUKU 3A00/1e6AHUS U CEA3AHHbIX C HUM

COCMOSIHULL UMEIom OCPAHUYEHH) IO ()OKGS’ClmeJZbHyIO 6(13)/ (6 coomeenmcmeuu C wWKaiamu oyeHKu

VIIT u YYP) no npuuune omcymemeusi NOCAUWEHHbIX UM KIUHUYECKUX ucciedosanuil. Heszupas

HA 5MO, OHU SBIAIOMCA  HEeOOXOOUMbIMU dleMeHmamu 00C1ed08anus nayuenma O

VCMAHOBNEeHUsT OUAcHO3A U 6blOOpA MAKMUKU JledeHus, max Kak 0Oonee 3¢pgexmusHvlie u

00KA3aHHbIE MEMOObl 8 Hacmosuiee e6pems He pa3pa60maHbl.

Kpumepuu ycmanoenenus Ouaznoza/COCMOAHUA: HA OCHOBAHUU NAMOCHOMOHUYHBIX

OAHHbIX .

1) anmammecmuueckux OanHuix,

2) ¢usuxanvroco obcredosanus,

3) nabopamoprvix ucciedosarutl,

4) uncmpymenmanvHo2o 006ciedosanus u op.

Pexomenayercs pu o6cie10BaHUM MAallMEHTOB ¢ nogo3peHuem Ha UIT ucnonpzoBath
kputepun auarHoctuku BO3 2017 r. 1t MOBBIIEHUS! TOYHOCTU AMATHOCTUKH [9].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

Kommentapuu:

bonvwue kpumepuu:

YpogeHb cemoznoouna bonee 165 2/n y myxcuun u 160 2/n y scenwjun, uiu eemamoxpum
bonee 49 % y myscuun u 6Oonee 48 % y oiceHwuH, unu ygeruueHue Maccol
YUPKYAUPYIOWUX dpumpoyumos bonee 25 % om pacyemHnulx 3HAYeHUl,

6 mpenaxodouonmame KOCMHO20 MO324 2UNEPKIEMOYHOCMb, C YYemoM 603pacmd, C
MPEeXTUHENHOU (APUMPOUOHO20, 2PAHYIOYUMAPHO20, Me2aKapUuoOYumapHo20 poCmKos)
2unepniasueti KOCmHo20 M032a ¢ amunuel Me2aKapuoyumos,;

oonapycenue mymayuu JAK2V617F unu mymayuii 6 12-m sx30ne eena JAK?2.

Manwiii kpumepuii:

VPOBeHb IPUMPONOIMUHA HUJICE PEPePEeHCHbIX 3HAYUESHUII.

Juacnoz U1 ycmanasnueaemcs npu Hanuduu mpex OOIbUUX KpUmMepues Uiu nepewvlx

08YX DONLULUX U MATI020 KpUMEPUES.



e Pexkomenayercs npu oOciieJOBaHUM MAlMEHTOB ¢ nogo3peHueM Ha DT ucnonb3oBath
kputepun auarHoctuku BO3 2017 r. 1y1st NOBBILIEHUS! TOYHOCTH AUArHOCTUKH [9].
YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuiik C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

Kommentapun:

bonvwue kpumepuu:

e nocmosuublii mpomboyumos 6onee 450 x 10%n;

® g mpenanodbuonmame KOCMHO20 M032a NPOIUPEPpaAyUs Me2aKapUoOyumos ¢ noGbLULEHHbIM
KOIUYEeCmEoM 3penblX, O0IbUUX PA3ZMEPOE Me2aKapuoyumos;

e necoomseemcmeue kpumepuam BO3 ons yemanosnenus ouaernosa UIIT, [IM®D, XMJI, MJIC
UU OPY2UX MUeIoUOHbIX HOBO0OPAZOBAHULL,

o nanuyue mymayuu JAK2V617F, CALR unu MPL.

Manvuii kpumepuii:

o npu omcymemeuu mymayuu JAK2V617F, CALR unu MPL nanuuue Opyeux KilOHAIbHLIX
Mapkepos uiu omcymcmeue npUsHaKo8 peakmusHo20 mpomooyumosa.
Jluacnos asnsemcs 00cmosepHbiM NPU HATUYUU 8CEX Yemblpex DONbUUX Kpumepues unu

nepesvix mpex OONBLIMUX U MATIO20 Kpumepuee.

o Pexomenayercsi npu o0ciIeI0BaHUU NMAIIUEHTOB ¢ nogo3peHueM Ha [IM® ucnonb3oBath
kputepun quaraoctuk BO3 2017 r. a1 MOBBIIEHUS] TOYHOCTH TAArHOCTHKY [9].
YpoBenb  yoeauteqabHOCTH  pexkomenganmuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

KommenTapumu:
Kpurepuu mist ycranoieHus npedudpo3Hoit u ¢udposHoi ctaauu [IM® paznuuarorcs.

Ilpeghuoposznaa cmaous IIMD

bonvwue kpumepuu:

o [lponughepayus mezcaxapuoyumos ¢ npusHakamu amunuu® 6e3 pemuKyIuUHo8020
@uobpoza 6onee 1 cmaouu (M®D-1), conposodcoarowasncs 2unepriemo4HoCmvio
KOCMHO020 MO32d, He COOMBEMCmMEyouell 603pacmy, 2paHyioyumapHou npoiugepayuer
U 4acmo CHUNCEHHBIM IPUMPONOIZOM.

o  Hecoomeemcmaue kpumepusam BO3 ons ouaenocmuxu XMJI, U1, T, M/C unu opyeux

MUENONPOIUDepamuebix HO800OPA308aHULL* ¥,



o Oobnapyoicenue mymayuii 8 eenax JAK2, CALR unu MPL, npu omcymcmeuu smux
Mymayuil Haauyue opyeux KioHaubHulx mapkepos (ASXL1, EZH2, TET2, IDH1/2, SRSF2,
SF3B1) unu omcymcmeue pemukyiuHo8o2o gubposza manou cmenenu (cmenenv Md-1)
PEeaKkmuenol  npupoovl  (UHexyuu,  aymouMMyHHvle — 3a001e8aHUS,  COCMOAHUSA
XPOHUYECKO20 gocnanenus, 80710CAMOKNEMOYHbI JIeliKo3 unu opyaue
aumgonponugepamugnvie HO800OPA308AHUA, MEMACMA3bl ONYXOel UIU XPOHUYECKUe
uHmoxkcukayuu) ***,

Manvie kxpumepuu:

a) anemusi, He CA3AHHAS C CONYMCMBYIOWUMU 3A00]Ie8AHUAMIU,

6) neiikoyumo3s ne menee 11 x 10%/1;

8) nanvnupyemas CnieHoMe2anus;

2) nogviwenue JI/{I" gvluie Hopmul.

s eepuchuxayuu ouacnoza «npeguoposznas cmaous [IMDy mpedbyemcs nanuuue ecex
mpex OoNbUWUX Kpumepues u no MeHvbulell Mepe 00H020 MAano20 Kpumepus, N0OmMeepHcOeHHO20 8

08YX NOCNe008AMENbHBIX ONPEOeeHUSX.

*Om manvix 00 KPYNHbIX Me2aKapuoyumos ¢ Hespeiol mopgonocuell — HAPYUEeHHbIM
SA0EPHO-YUMONIAZMAMUYECKUM COOMHOUIEHUEM, amunuyHvLIMu 2UNEPXPOMHBIMU
2UNONOOVIAPHBIMU/YPOOTUBLIMU AOPAMU, C POPMUPOBAHUEM PBIXAbIX U NIOMHBIX KIACMEPOS.

** Uckmouenue U1 ocnosano Ha ypoeusax cemoznobuna u cemamoxpuma. Onpedenenue
maccewl yupkyaupyrowux spumpoyumos ne mpeoyemcs. Hem BCR-ABLI. Hem ouzspumponossa
U oucepanyIonod3a.

***[layuenmol ¢ 3a001€8aHUAMU, NPUBOOAUUMU K PEAKMUBHOM) MUEN0PUO03Y.

QDuopoznaa cmaousn IIMD

bonvwue kpumepuu:

o [lponughepayus  mezakapuoyumoe ¢  NPUSHAKAMU  AMURUU 8  COYEMAHUU C
PEMUKYIUHOBIM U/UNU KOATA2eH08bIM (hubpozom cmenenu 2 unu 3 (MD-2 unu MD-3).

o  Hecoomeemcmaue kpumepusam BO3 ons ouaenocmuxu 3T, UII, XMJI, M/IC unu opyeux
MUENONpOIUPEPAMUBHbIX HOB00OPA308AHUII.

o Oobnapyoicenue mymayuii 8 eenax JAK2, CALR unu MPL, npu omcymcmeuu smux
Mymayuil Haauyue opyeux KioHanvHvlx mapkepos (ASXL1, EZH2, TET2, IDHI1/2, SRSF?2,
SF3B1) unu omcymcmeue pemukyiuHo8o2o gubposza manou cmenenu (cmenerv Md-1)

PEeaKkmuenol  npupoovl  (UHpexkyuu,  aymoumMmyHHvle  3a0071e8aHUA,  COCMOAHUSA



XPOHUYECKO20 gocnaneHus, 80710CAMOKNEMOYHbI JIeliKo3 unu opyaue

aumgonponugepamugnvie HO800OPA308AHUA, MeMACMA3bl ONYXOel UIU XPOHUYECKUe

UHMOKCUKAYUU,).

Manvie kxpumepuu:

a) anemusi, He CEA3AHHAS C CONYMCMEYIOUUMU 3A00Ie8aAHUAMU,

6) neiikoyumo3s ne menee 11 x 10%/1;

8) nanvnupyemas CnieHoMe2anus;

2) nosviwenue JI/{I" gvluie nHopmul;

0) 1etiko3pumpooIaACmo3.

Ina eepugpuxayuu ouacnosza «paszeeprymas (gubposnasn) cmaous [IMDy mpedyemcs
Haluyue cex mpex OONbUWIUX Kpumepues U No MeHbUiel Mepe 00HO20 MAN020 Kpumepus,

NOOMBEPHCOEHHO20 8 08YX NOCIE008AMENbHBIX ONPEOeNeHUSIX.

e Pexomenayercsi pu 00CIIeIOBaHUH MAIIMEHTOB C MO03peHreM Ha moct-UIT M® /
noct-OT M® ucnonb3oBarh kpurepuu guarHoctuku BO3 2017 r. 1y1st noBbliieHus
TOYHOCTH JTHArHOCTUKH [9].

YpoBenb  y0eauTeqbHOCTH  pexkomengamuii C  (ypoBeHb  JI0CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

KommenTapum:

bonvuwue kpumepuu:

o [lepsuuno ouacnocmuposannas coenacrio kpumepusam BO3 IT unu UI1.
o  QDubpos kocmuoco mozea MF-2 unu MF-3 (oyenka no wxane 0-3) unu 3—4 (oyenka no
wikane 0-4).
Manvie kpumepuu:
a) anemus UnU CHUMNCeHue yposHs 2emoznobuna bonee yem na 20 2/n;
0) netikoapumpoobaracmos;
8) ysenuueHue pamepos cenezeHKku (naivnupyemas cenezewka Ooiee 5 cm om Kpas
pebepHotl Oyau) unu nosieieHue CHIeHOMe2anuu,
2) nosviuierue JI/I;
0) CUMNMOMbL ONYXO0Ne8ol uHmokcuxayuu: nomeps 6onree 10% eeca 3a 6 mecsayes,
HOYHAsl NOMAUBOCMb, HeoObsIcHUMas auxopaoka (> 37,5 °C).
Juaenosz nocm-UIl M® u nocm-3T M® eepuchuyupyemcs npu Hanuuuu 08yxX OOILUUX U

He MeHee 08YX MAblX Kpumepues.



2.1 JKano0Ob1 1 aHamMHE3

e PexoMeHnayercsi NpoBOAUTH COOp aHamMHe3a BCEM IMAllMEHTaM C [OJ03PEHHEM U
npeaBapuTeIbHbIM TuarHo3oM Ph-neratusHoe MII3 B MOMEHT MEepBHYHOTO OOpAICHHUS
C LIEJIbI0 YTOYHEHUS] TAKUX XAPAKTEPUCTUK KaK HALMOHAJIbHOCTb, CEMEWHBI aHAMHE3,
TPOMOO3bl B aHAMHE3€, KypEeHUE, COMyTCTBYIOIINE 3a00JIeBaHUS C IETBIO0 OMPEIEICHUS
HEOOXOMMOCTH TPOBEICHUS TOMOIHUTEIBHBIX IUATHOCTHYSCKUX MeponpusThii [8-13].
YpoBenb  y0eauTeabHOCTH  pekoMenaaumii B (ypoBeHb  J0cTOBepHOCTH

JA0KA3aTeJbCTB — 3)

e Pexomenayercsi 3armonHATh onpocHUK MPN-10 mpu mepBuYHOM OOpamieHUH, a 3aTeM
©XKEHEJICIIbHO TI0CJIe YCTAHOBJICHUS JMarHo3a BCEM TNalMeHTaM ¢ JuarHo3om Ph-
HeratuBHOE MII3 ¢ 11e7B10 KOHTPOJISI KOHCTUTYIIMOHATBHBIX CUMIITOMOB [ 14].

YpoBenb  y0eauTeabHOCTH  pekoMenaaumii B (ypoBeHb  J0cTOBepHOCTH
JA0Ka3aTeJbCTB — 3)

Kommenrapuu: OOnum u3 uHCmMpymeHmog Ons OYeHKU CUMNIMOMO8 U npobdiem,
BAUAIOWUX HA KadecmBo ducusHu y 6oavHuvix MII3, saensemcsa onpocnux MPNIQ. [lanuwui
ONPOCHUK A675emcsi OOHUM U3 Hauboiee NpocmuvlX U YOOOHbIX 6 KIUHUYECKOU NpaKmuke
UHCMPYMEHMO8 O/l OYeHKU cneyupuyeckux cumnmomos y oOonvuvix MII3 u monumopunea
meuenuss 3abonesanus. Onpochuk MPNI0 noseonsem oyenums cmenenv msdcecmu 10
CUMNIMOMO8, uauje 6ce2o scmpeyarouuxcs y boavHvix MI13: crabocmu, Obicmpoco HanoiHenus
JHcenyoKka 60 8pems eobl, Henpusmusvlx owjyueHull (ouckomgopma) 6 dcusome, 6s10Cmu
(CHudICEeHust aKmueHoCmu), npobrem ¢ KOHYeHmpayuel SHUMAHUS, HOYHOU NOMAUBOCMU,
KOJICHO20 3y0a, 001U 8 KOCMAX, NOBbIUEHUS MeMnepamypvl meia U HenpeoHAMEePeHHO20
cHudcenuss maccovl mena. Cumnmomuvl oyenugaromes nayuenmom no 10-o6annvnou wkane: () —
Hem cumnmoma, 10 — makcumanvoHas cmeneHv MAICecmu CUMNMoMd, KOMopyro MOMCHO cebe
npeocmasums. MakcumanbHblil  yposeHb crabocmu oyeHugaemcs 3a npoweowue 24 u;
MAKCUMANIbHBILL  YPOBEHb ObICMPO20 HANOIHEHUSl HCeNyOKAd 680 6peMs eoOvl, HenpUsimHblx
owywenutl (Ouckomgopma) 8 owcusome, BANOCMU (CHUINCEHUS AKMUBHOCMU), NpodieM ¢
KOHYeHmpayuel 8HUMAHUSA, HOYHOU NOMAUBOCMU, KOHCHO20 3)0d, OONU 8 KOCHSAX, NOGbIULEHLSL
memnepamypuvl mena — 3a npoueousy1o Heoeuro, MaKCUMAIbHbll YPOGeHb HeNnpeoOHAMEPEHHO20
CHUJICEHUsL Macchl mena — 3a nocieonue 6 mec. Obpabomka oanuwvix no onpocruxy MPNI(0
npeononazaem eémecme C AaHAAU3OM UHGDOpMayuu o cmenewu msdxcecmu Kaxcooeo uz 10
cumnmomosg no 10-6anneHou wikane pacuiem oowe20 pesyibmama OYeHKU CUMNIMOMO8 & Gude
cpedHe20 Oania BblPANCEHHOCMU 8CeX CUMNMOMO8, YMHOJceHHo2o Ha 10 (npu yciroguu, umo

nayuenm omeemusl KAk MUHUMym Ha 6 eonpocoeé u3 10). Jluanazon 3uavenuii obuje2o



pe3yiomama oyenku cumnmomos — om (0 0o 100 (uem eviwe O6ann, mem Ooavue obwas

cmeneHb mAocecnu 6cex cumnmomoe). OI’lpOCHUK 00JIJCEH  UCNONIb3068aAMbCS OJIsl OYEHKU

KIuHuueckoeo omeema Ha mepanuto (Ilpunooscenue I'l).

2.2 ®duszukaabHOe 00c/IeJ0BaHue

PexoMenayercsi npoBe/icHHE (PU3MKATLHOTO OCMOTpa IMPH KKJIOM OOpaleHHH BCEM
naryreHTaM ¢ TMOJA03PCHHEM M MpeaBapUTelIbHBIM Juaruo3oMm Ph-meratnBaoe MII3 ¢
IIeJIbI0 BBISABJICHUS KOHKPETHOT'O MATOJIOTHYECKOTO MPOIIECCa, BBI3BABIIETO HApPYIICHUE
HOpPMaJIbHOM JKHU3HeaesTenbHOCTH [8-13].

YpoBenbr  yOeautenbHocTH  pexkoMeHaaunuii C  (YypoBeHb  10CTOBEPHOCTH

J0KA3aTeJILCTB — 5)

KommeHnTapuu: oopamums HUMaHue Ha OKPACKY KONCU TUYA, 1AOOHEl, CHON, BUOUMbBIX

CAU3UCMbIX (6]160Hbl€ KOJICHblE NOKPOBbL U CIUSUCNIBLE MO2YM ABTAIMbCA CUMNIMOMOM AHEMUU,

naemopa Modicem CeUOemenbCmeosams 0 NOBLILUEHHOM YPOBHE 2eMO2lI00UHA, 2eMamoKpuma,),

KOJHCU HUNCHUX KOHEeYHOCmell (2unepeMuﬂ, nuzemenmayusl, mpod)uuecm{e paccmpoﬁcmea, omeKu,

2eM0ppa2uu), nanbnayusd ned4eHu u ceile3eHKU, OYyeHKa COCMOAHUS J1eCKUX, cep()ua, ofceﬂydoqﬂo-

KUuieunoco mpakma, NO4eK A6IAIomcs obs3amenbHbiMU Ol npoeedesz.

2.3 JlaGopaTopHble JTUATHOCTHYECKNE UCCJIEIOBAHUSA

PexoMeHnayercsi TpOBOIUTH KIMHUYECKHUN aHamM3 KpoBH ¢ JuddepeHnnarTbHbIM
MOJICYETOM KJIETOK KPOBH, HccienoBaHueM mopdonoruu, ompenenenueM COD BceM
HalnveHTaM C IMOJO03PEHHEM M IpeaBapUTeIbHBIM auaruo3oMm Ph-meratusnoe MII3 ¢
[EeNbI0  TEePBUYHOM  JUATHOCTHKHM  OCHOBHOrO  3a0o0lieBaHUsA,  OMpeAeTeHUs
MIPOTHOCTUYECKUX TapaMeTPOB, OMpeeiIeHUsT 00beMa JIOMOJHUTEILHOTO 00CIIeIOBAHUS
[15].

YpoBeHb  yoeaurTeabHocTH  pekoMenganmii C  (YpoBeHb  J0CTOBEPHOCTH

0KA3aTeJbCTB —5)

KOMMCHTapI/II/I: uccneoosanue Cﬂebyem 6bINOJIHANMb HA MOMEHmM YCMAHOBJ1EHUA

auaeHos'a, 3amem He peoice 1 pasa 6 mpu meciaya uiu dawe 6 coomeenmcmeuu C ypoeHem

MpomMoOOYyuUmMo8, 1etiKkoyumaos, 2emo2i00uHa.

PexomeHyeTcsi BCeM IMaIIEHTaM C MOJO3PCHUEM U MPEIBAPUTENBHBIM THarHo3oM Ph-
HeratuBHoe MII3 mpoBeneHne KoaryiorpamMmbl (TIpoTpoMOuHOBBIA WHACKC, MHO,
¢ubpunoren, AYTB, tpomObunoBoe Bpems, antutpom6un 111, mporeun C, mporeun S, D-
oUuMep, arperamuss TPOMOOIIMTOB) Ui OLIEHKH pUCKA TPOMOOTHYECKHX U

reMOpparuuecKkux OcioxHeHui [15].



YpoBeHb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

Kommenrapumu: y nayuenmos c¢ Ph-necamuenvimu MII3  6vicokuii  puck Kak
MpOMOOMUYECKUX, MAK U 2eMOPPpaUdecKux ocnodxcHenuti. Hccrnedosanue ceepmuisarowyell
cucmemvl BbINOJIHAIOM HA MOMEHM YCMAHOBIEHUs OUAcHO3d, Odalee — N0 KIUHUYECKUM

NOKA3AaHUAM.

e PexoMeHnayercsi TAalWEHTaM TMPOBEACHUE MOJICKYISPHO-TEHETUYECKOTO0 CKPHUHHUHTA
MapKepoB HacnenacTBeHHou Tpombodwmmuu (F2, F5, F7, F13Al, PAIl, MTHFR, MTR,
MTRR) B cimyuyae TpoMOOTHYECKHUX COOBITMH B aHaMHE3€, OTSATOIICHHOM CEeMEHHOM
aHaMHe3e JIJIs OIICHKH PHCKa TPOMOOTeMOpparuuecKux ociokHeHui [16].

YpoBenb  y0eauTeNbHOCTH  pekoMeHgamuii D  (ypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 3)

KommenTapuu: wuccrnenoBanve MNOIMMOPGU3MOB T'€HOB TPOMOO(QWINK BBIIOJIHSIOT
OHOKpaTHO. Y nayuenmos ¢ Ph-necamuenvimu MII3 evicokuil puck mpombocemoppacuyeckux
ocnoxcHenull. Tlpu nanuyuu 0onoaHumenvbHbvix hakmopos pucka (cenemuyeckas mpomoogunus /
HOCUMENbCMBO  NONUMOPPUIMO8 2eHO8 MPOMOOPUIUL) HEOOXOO0UM YACbIU MOHUMOPUHE

CcOCMosAnUs cepmbleaioufell Cucmemsl Kposu (koazynroepamma): He pexce 1 paza 6 3 mecsaya.

e PexoMeHnayercsi BceM ManyeHTaM C MMOJ03PEHUEM U TPEABAPUTEIbHBIM JTuarHo3oM Ph-
HeratuBHOe MII3 OnmoxuMuueckuii aHamu3 KpoBH (00IHi OEI0K, MOYEBHUHA, KPEAaTHHHH,
moueBas kucnora, ACT, AJIT, I'TT, II®, xonecrepun, tpurimuepunsi, JIJAI, CPB,
TOMOIIMCTEMH) C IIeJbI0 BepU(PHKAIMK JUArHo3a, JWArHOCTHKH COIMYTCTBYIOIICH
MATOJIOTUH, OIEHKH (YHKIUU TEYCHH, IMOYEK, AJIT HEOOXOIUMOCTH KOHCYJbTAlUU
PO MIBHBIX CIEIUATNCTOB, HA3HAYEHHS COMPOBOAUTENbHON Tepamnuu [13, 15].
YpoBenb  y0eauTeqabHOCTH  pexkomengamuii C  (YypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

KommenTapuu: yposens JI/II' coleéopomku Kposu A615emcs MAibiM OUACHOCIMUYeCKUM
kpumepuem [IM®. Ilpu nosviuieHHOM YpOoBHe MOUe80U KUCIOMbl He0OXOOUMO HA3HAYEHUE
npenapamos, GIUAIWUX HA 00MeH Mouesoll Kuciomoul. Ilpu napywenuu @yuxyuu nevenu u
nouex HeoOX0OUMO HA3HAYEeHUe Cconposooumenvuol mepanuu. [unepxorecmepuremus u
2UNepP2oMoYUCmeuHemMuss AGIAIMCA OONOTHUMENTbHLIMU (aKMopamu pucka mpomoomuyeckKux
ocnodicHeHuli. BUOXUMUYECKHil aHanu3 KPOBHU BBIMOIHSAIOT HA MOMEHT YCTaHOBJICHMSI JHArHo3a,
He pexe 1 pasa B 6 MecaueB INpH HAOMIOJCHWH, HE pexe 1 pasa B Tpu Mecsla Npu

LIUTOPEAYKTUBHON Teparuu


http://fertilab.ru/tseny/kompleks-trombofilii-f2-thr165-met-f2-20210-f5-leyden-f5-gonkong-f5-kembridzh-1162/
http://fertilab.ru/tseny/geny-gemostaza-fgb-455-f2-20210-f5-leyden-pai-1-serpin-675-itga-2-a2-807-itgb3-b3-1565-f7-10976-f13a/
http://fertilab.ru/tseny/mthfr-677-mthfr-1298-mtr-2756-mtrr-66-1159/
http://fertilab.ru/tseny/mthfr-677-mthfr-1298-mtr-2756-mtrr-66-1159/

e Pexomenayercss mnamuentam ¢ MII3 ypoBHeM remoriobuHa HUXKE pedepeHCHBIX
3HAUEHWH; MalMeHTaM C YpOBHEM remorioOuHa Oomnee 165 r/n y myxuun u 160 v/n y
KEHILWH, WIH reMatokputoM Oosee 49 % y MyxuuH u Ooznee 48 % y KEHIIUH TpU
orcyTcTBUM MyTanuii reHa JAK2; mamumeHTaM ¢ TpPOMOOIIMTO30M TIpU OTCYTCTBUHU
mytanuii JAK2, MPL, CALR wuccnenoBanue oOMeHa sxenes3a ((heppuTHH, CBIBOPOTOYHOE
JKeJIe30) ¢ JMarHOCTUYECKoM 1enbto [15].

YpoBenb  yOenutenbHocTH  pexkoMeHaanuii C  (YypoBeHb  10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

Kommenrtapuu: npu MII3, ¢ uacmnocmu [IM®, anemus modcem HOCUMb CMEULAHHbLU
2eHe3 (aHemusi XpoHUweckux 3abonesanuti u oicenezodeduyumuas). Hcciedosanue odOmeHa
Jcene3a no3eonum Oonpeoenums 6e0VWyI0 NPUYUHY AHEMUYECKO20 CUHOPOMA U HA3HAYUMDb
namozenemuueckyio mepanur. [euyum owceneza asnsiemcsi OOHOU U3 6e0YWUX NPULUH
émopuyHo2o  mpomboyumosa.  Hacnedcmeennvlii  2emMoxpomamos — CONPOBOHCOAEMCSL
nosvlUleHUeM YPOBHSL Jicele3d CblGOPOMKU KPOSU, NOBGbLULEHUEM 2eMO2T00UHA U 2eMamOKpuma.
Ilpu nabnodenuu uccredosanue oomeHa xcenesa ciedyem NpoeoouUmsb Npu pa3eUmuu aHemul,
CHUDICEHUU YPOBHs 2emo2nobuna Ha 20 2/1 om uUcxoO0H020 YPOB8Hs, Npu NOAGLEHUU KIUHUYECKUX

NPU3HAKO6 NMKAHEeB020 ()eqbuuuma acejnesd.

e Pekomennyercs onpezneneHue (GOIMEBOM KHUCIOTHL, BUTaMHMHA Bl mnammeHTam c
TUTIEPXPOMHON MaKpOITUTAPHOW aHEeMHUeW i BbIOOpa Je4eOHOW TAKTUKH B TEparuu
aHEMHMYECKOT0 CUHIpoMa y nauneHToB ¢ [IM® u anemueii [15].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)

e Pexkomennyercs uccienoBaTh ypoBeHb 3puTpornodTHHa (OI10) CHIBOPOTKH KpOBH Y
MAaIMEeHTOB C YpOBHEM reMoryioonHa o6osee 165 r/n y myxuns u 160 1/11 y )KEHITUH, WA
remMaTokpuToM 6Oosiee 49 % y MmyxuuH u Oonee 48 % y KEHUIMH Uil BepUPHUKALUU
JIMarHo3a, a Takke MpH HaOMIOICHUN — B cIy4ae pa3BuTus anemun [9, 15].

YpoBenb  yOeautTenbHOocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — D)

KommenTapuu: onpedenenue IO  cvigopomku  Kposu — AGIAEMCA  MALbIM
ouasHocmuyeckum Kpumepuem npu ycmanosienuu ouaernoza HUII. Cyonopmanvruiii 110 npu
omcymcmeuu mymayuu JAK2V6I17F sgnsemcss ocHOBanueMm 0Jisi UCCIe008AHUSL MYMAYUU 2eHd
JAK2 6 12 osx30mne. Hccneoosanue yposus OIII0 cvigopomku Kposu HeoOX00UMO Ons
oughgpepenyuanvroi ouacnocmuxu 8 epynne MII3. Hccrnedosanue ypoeus IO cvieopomku

Kpogu HeobXooumo 0as ouggepenyuanrvhoi ouasnocmuxu 6 epynne MII3. Hcnonvzosanue



npenapamos pumponodmuna npu amemuu Ha ¢oune MII3 moocem yryuwums cocmosHue
O0NbHO20 U  CHU3UMb KOIUYECMB0 HeoOXooumblx 2cemompancgysuil. bazucHwlii  yposens
9HO02EHHO20 JIPUMPONOIMUHA 00 HAYANA BB8€0EHUsl NPenapamos 3SPUMpOoNnodIMuUHa umeem

npocHOCMuU4YecKoe 3Ha4ernus ons OYEHKU 3qbgbel<mu6Hocmu mepanuu.

e Pexkomenayercs uccnenoBanue npsmoit mpoosl KymoOca, peTHKyI0IUTOB y MAI[MEHTOB C
MII3 c¢ cumnromamu aHeMuu (IIpM OTCYTCTBMM JPYIMX MPUYMH aHEMHUH) U1
HCKJIFOYEHUS TEMOJIUTUYECKOM anemuu [15].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (ypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

o PexoMeHnayercsi MOJEKYJISIPHO-TEHETUUECKOE HCCIEOBaHUE Mepudepruyeckoll KpOBH
(xauectBennas I[P na nammume mytanmu V617F rema JAK2, Ha Hanmuume MyTaiuu
W515 L/K rena MPL, cexBenupoBanue mo CoHrepy Ha Haaudue MyTaldii B 9 3K30HE
rena CALR) Bcem mamuentam ¢ mnono3penueM Ha Ph-neraruBnoe MII3 s
Bepudukanuu quarsosa [9].

YpoBenb  yOenuTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenTapuu: gviasnienue mymayuu JAK2V617F ¢ vicokoii cmenenvlo 6eposimuocmu
nozeonsem ycmawosums ouacHoz HIl y nayuenmos c coomeemcmsyrowell KIUHUYECKOU
kapmunoi, gvisignenue mymayuti JAK2V617F, MPLWS515L/K, ¢ 9 skzone cena CALR c sbicokoii
CMenenvlo 8eposIMHOCMU N0360Jislem ycmanosums ouacnoz IIM® unu 3T y nayuenmos c
coomeemcmeylowjel  KIuHu4eckou Kapmunot. MonekyniapHo—eenemuieckoe Ucciedosanue
no3eonsem nposecmu oughghepenyuanvuyro ouacHocmuky xkax 8 epynne MII3, max u medxncoy
MII3 u smopuuHbLMU IPUMPOYUMOZOM, MPOMOOYUMO30M, Mueropuopozom. Oonako 6 13 - 17%

cayuaes MII3 ne gvlasnsiomces «Opatieepubvley Mymayuu.

e PexoMeHayercsi MOJEKYJISIPHO-TEHETUYECKOE HCCIEOBaHUE Mepu(epruyeckod KpOBH
(xauectBenHas [IIIP wa Hammume Mytamuu B 12 3x30He rerna JAK2) manmentam c
ypoBHEM remorjobuna Oonee 165 1/m y myxumH u 160 r/1 y SJKCHIIWH, WU
remMaTokpuToM 6osiee 49% y MyxxunH u 6omee 48% y KEHUIMH NPH OTCYTCTBUU MYTaIHH
V617F rena JAK2 nst Bepudukaruu WUIT [9].

YpoBenb  yOenuTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommenrapuu: mymayuu 12 oxzona eena JAK2V6I7F ewiasraiomea 6 2-5%

Habmooenutl npu UI1.



e Pexkomenayercss BceM mnanueHtam ¢ MII3 u BreiaBnenHoit myranuein JAK2V617F
olpeliesieHNe ayJienbHOW Harpy3ku MyTtaHtHoro JAK2V617F nna Bepudukanuu
nuarsosa [9, 10].

YpoBenb  yoOeauteqabHocTH  pekoMenganmuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 3)

KommenTapuu: onpeodenenue annenvrou naepysku JAK2V617F npeocmasnsiem coboii
CYppO2ammublii  MapKep OYeHKU pasmepa  ONyXonegoeo KIOHA, M. e. KOIu4ecmed
3710Ka4ecmeeHHbIX KIemoK 6 nepughepuueckoul kposu. B numepamype mmnozo coobwenuil o
B03MOACHOCMU OOCIMUNCEHUST OIUMENILHBIX MOJIeKVaapHblx omeemos (MO) y nayuenmos ¢ HUII
npu nposedenuu mepanuu unmepgepornom-o. (MO@H-o0), y nayuenmos ¢ I[IMD npu nposedenuu
mepanuu pyKCOIUMUHUOOM, NOCle AlI02eHHOU MPACHIAHMAYUU 2eMONOIMUYECKUX CIMBON0BLLX
kremok  (amno-TI'CK). Monumopune MO umeem 6adicnoe 3HaueHue Ol  OYEHKU
mepaneemu4ecko20 NOMeHYuala 1eKapCmeeHHbIX Npenapamos u modxcem Obims napamempom
01 MOHUMOPUH2A ONUMENbHOCMU omeema Ha JeyeHue. B ceazu ¢ smum uccredosanue
annenvroti Haepysku JAK2V617F 6 ounamuke credyem nposooums ¢ uacmomoii e menee 1 pas

8 200.

e PexoMenayercsi BceM nanueHTam ¢ nogozpenuem Ha MII3 u B ciyuae 3aTpyAHEHUH [TpU
npoBefeHnd auddepeHnraabHoil quarHocTuku Ph-meratususix MIT3 ¢ XMJI TIIP
uccnenoanue (kauectBenHoe) Ha reH BCR-ABL1 (tpanckpuntst p210, p190, p230) mis
Bepudukanuu quartosa [9].

YpoBenb  yOeauTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

e PexoMeHayeTcsi MOJIEKYJISIPHO-TEHETUUECKOE HCCIIeI0BaHUE NIepu(epruiueckoil KpoBU Ha
uccienoBanne Myrtarnuii B remax ASXL1, EZH2, TET2, IDH1/2, SRSF2, SF3Bl y
oonmpHbIX Ph-seratuBubiMu MII3 mpu otcyrcrBum mytanmii JAK2, MPL, CALR mis
Bepudukanuu auarHosa [9], mpu pemeHuu Borpoca o nposeneHuu amwio-TT'CK mpu
M.

YpoBenb  yoeauTeqabHOocTH — pekomengamuii  C  (YypoBeHb  JOCTOBEPHOCTH

J0KA3aTeJILCTB — 5)

Kommenrapuu: swisgnenue mymayuti 8 cenax ASXLI, EZH2, TET2, IDHI1/2, SRSF2,
SEF3B1 y 6onvnbix Ph-necamuenvimu MIT3 npu omcymemeuu OpaisepHulx Mymayuti no360./sem

00KA3aMmb KIOHANbHOCMb U SABISAEMCs OCHOBAHUEM NPpUMEHEHUA 00IbUI020 OUACHOCMUYECKO20



kpumepus [9]. Hanuuue mymayuii ¢ cenax ASXL1, EZH2, IDH1/2, SRSF2 y 6oabnbix TIM®

onpeoensem blCOKUL PUCK NPOSPECCUPOBANUS, KOPOMKYIO 0OWYVIO BbIHCUBAEMOCTb.

e PexoMeHayercsi CTaHJApTHOE LMTOIEHETUYECKOE MCCIEN0BAaHME KOCTHOIO MO3ra y
MAlMEHTOB C HETUIHMYHON KIMHUYECKOW, MOp(OJIOruueckoil KapTHHOI 3aboieBaHMs,
npu otcyTctBun Mytauuii renoB JAK2, CALR, MPL; Bcem kanaunatam Ha amio - TT'CK
C IIEJIbIO OIICHKU IUTOTCHETUYECKUX (PaKTOPOB HEOIAronpusiTHOTO poruosa [§, 9, 13].
YpoBens  yo0eauTeqbHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenrapuu: Yacmoma evissnenusi xpomocomuvix abeppayuti 0o 10% na momenm
NnOCMaHoeKu  ouacHosa. Buvlasnenue  xpomocomuvix — abeppayuii  npu  CMaHOApMHOM
YUMO2EHeMU4eCcKoM  UCCIe008AHUU  ABNAEMCA — HeDIA2ONPUAMHBIM — NPOSHOCMUYECKUM
Kpumepuem npu onpeoenenuu cmenenu pucka 6 wkaiax DIPSS+ u GPSS. Takmuka eedemust

nayuenmog ¢ MI13 b6asupyemca na onpeoenenuu npo2HOCMUYECKOU 2pYynnbl.

e Pexkomennyerca onpenenuth Mapkepel rematuta B u C, cudunmca, BUY Bcem
MalyeHTaM Iepes MPOBEICHHUEM HHBA3WBHBIX MPOLENYp, Mepea roclnuTaiu3anueii, o
KJIMHUYECKUM TIOKa3aHUsM B TPYIIAX PHUCKAa /IS BBISIBICHUS TI'€MOTPAaHCMHUCCHBHBIX
uHpekuuii [8]:

e ompeneneHue  aHTtUTeNl K OnemHou  Tpemoneme  (Treponema  pallidum)
uMMyHObepMeHTHBIM MeToZioM (MDA) B KpOBM) WIM ONPEICIICHHE aHTUTEN K OJICTHOM
tperioneme (Treponema pallidum) B HerpemoHemubix Tectax (RPR, PMII)
(KauecTBEHHOE U MOJIYKOJINYECTBEHHOE UCCIIEIOBAHNE) B CBIBOPOTKE KPOBH;

e antutena k BUY (Omnpenenenne antuten kinaccoB M, G (IgM, IgG) x Bupycy
ummyHoaedunura yeaoseka BUY-1 (Human immunodeficiency virus HIV 1) B xpoBu;
Omnpenenenue anturen kiaccos M, G (IgM, IgG) k Bupycy ummyHoiepHuInTa YeI0BEKa
BHY-2 (Human immunodeficiency virus HIV 2) B kpogy;

e uccnenoBaHus Ha BUpycHble renatuthl B u C — onpenenenue anturena (HbsAg) Bupyca
rematuta B (Hepatitis B virus) B KpoBu U ompejeieHne aHTHreHa Bupyca remarura C

(Hepatitis C virus) B KpoBH.

YpoBeHb  yoeauTeqbHOCTH pexkoMengamuii C  (ypoBeHb  J10CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

e Pexkomennyercsi HccieOBaHUE KHCIOTHO-OCHOBHOTO COCTOSIHUS M Ta30B  KPOBU-
aprepuanbHoro p0O2, pCO2 namueHTaM Cc ypoBHeM remoriiobuHa Oosiee 165 1/ y

MyX4uH U 160 /11 y )KeHIIUH, UK TeMaToKpuToM Oosiee 49% y My>xuuH u 6onee 48% y



JKEHIUH Tpu otcyTcTBUuM MyTanuid reHoB JAK2, MPL, CALR c¢ menbio BBISIBICHUS
OPUYUH JJI1 SPUTPOIMTO3a, TMOBBIIICHUS KOHIICHTPAIIMM TeMOTJIO0MHA, MOBBIIMICHUS
remaTokpuTa [8, 12, 13].

YpoBenb  y0eauTeqabHOCTH  pexkomenganmuii C  (YypoBeHb  JI0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

2.4 UncTpyMeHTAJIbHbIE THATHOCTHYECKHE HCCIIeI0BAHUS

Pexomenayercss Y3 opraHoB OprOIIHON MOJOCTU C OIMpPENEICHUEM Pa3MEpOB MEUYCHH,
ceneseHku, Y3U modek BceM marueHTaMm Jiisl OTPESIICHUs COMYTCTBYIOMICH MaTOIOTHH,
OLIEHKHU CTENEHH IermaToMerainuy 1 cruienoMeranuu [8, 12, 13].

YpoBenb  yoeauteabHocTH  pexkoMenganmii C  (YypoBeHb  J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KOMMCHTap]{II/I: HaA MOmeHnt yCmaHOo6/1eHUA ()MGZHOS’CZ, 3amem He peaice 1 pasa 6 200 U

OONONHUMENbHO NO NOKA3AHUSIM.

PexoMeHayeTcs1 BceM MalMEHTaM C MpeaBapuTeNbHbIM auarnozoM MII3 crepHanbHas
NyHKIUS € TOACYETOM  MHeJIorpaMmbl  (KOJIMYECTBO  OJIaCTOB, COOTHOULICHHE
MHEJIOUTHOTO U DPUTPOMIHOTO  POCTKOB, KOJMYECTBEHHass UM  KayeCTBEHHAs
XapakTepucTHKa MerakapuouuToB) uist uckiouenuss MJIC, octporo neiikosa [8, 12, 13].
KOMMeHTapI/II/I: CMEPHAalbHAsl NYHKYUs C noocuemom muenoepammol npoeodumc;z HA
MOMEHM YCMAHOBIEHUs OUACHO3d, 3ameM — N0 KIUHUYECKUM NOKA3AHUAM

YpoBens  yoeauteqabHOCTH  pekomenganmuii C  (YypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Pexomenayercss  BceM  NalMeHTaM C  MpeABAapUTENbHbIM  auarHozom  MII3
TPENaHOOMONCHsI KOCTHOIO MO3ra ¢  IaTOJOT0aHATOMHYECKUM  HUCCIIEeI0BaHHEM
OuorcuitHOro  (OMepalMoOHHOT0) MaTephanga KOCTHOTO MO3ra C TpUMEHEHUEM
UMMYHOTMCTOXUMHYECKUX METOAOB /sl BBISBJICHUS PETHKYJIMHOBBIX U KOJUIAr€HOBBIX
BOJIOKOH JIsl YCTaHOBJICHUS AUArH03a, NpoBeaeHUs qudepeHInanbHOl JMarHOCTHKH B
rpynre Ph-nerarusabix MIT3 [9].

YpoBenb yOeaurTeabHocTH  pexkoMenganmii C  (YypoBeHb  J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommenrapuu: npu  Ph-necamuenvix  MII3  mopghonocuueckoe — uccnedosanue

mpenano6u0nmama KOCMHO20 MO032a S6Semcsi OOHUM U3  OOAbUX  OUACHOCMUYECKUX

Kpumepuee. Tucmonocuueckoe uccneoosanue KOCMHO20 MO324 HA MOMEHM OUASHOCIMUKU

Cﬂedyem BbINOJIHANb 6CeM NAYUEHMAM C NOPOcO6bIM YPOBHEM 2emo2100una u cemamoxKpuma,



umo noszeoasem uckairouumo IT u [IM®D. Cnedyem ommemumsb, umo ouacnos HUII 6ozmooicen u
npu KOHYEHMpayuu 2emo2ioOuHa U 2emMamoKpume Hudice OUASHOCMUYEcKo20 nopozd. Omo
BO3MONCHO Y MOJIOObIX NAYUEHMOB NPU HAIUYUU deuyuma dcene3a (HOPMAIbHLIU UlU 0adxce
CHUDICEHHbILL  2eMO2NIOOUH  NPU  B8bICOKOM YPOBHE 3PUMPOYUmMos) u/uiu nocie Oocmpvlx
KpogomeyeHull  (CHUJCeHUe YPOBHS  2eMO2NI00UHA,  SPUMPOYUMO8 U 2eMamoKpuma,.
Hacmopooicennocms 6 omuowenuu HII Oondcha Ovbimb no OmMHOWIEHUNO K RAYUEHMAM C
COCMOABUUMUCA AOOOMUHATLHLIMU TMPOMOO3AMU, OCOOEHHO NPU HATUYUU KONCHO2O0 3Y0d,
spumpomenaneuy, ChieHOMe2anuy, JetuKoyumosa, mpomooyumosa U MUKpoyumosza 8
nepughepuuecroti Kposu. Cywecmeyem makrdce cneyuguueckas Gopma HII, rxomopas
npeocmasisiem cooou mackuposanuyro / ramenmuyio MII. B maxux cnyuasx obHapysicuearom
mymayuu 2ena JAK2 u cuuscenue OII0, HO 3HaUUMO20 noOSblUEHUE KOHYEHMpayuu
ecemoenobuna He HabOnwoodaemca. Knunuueckue npuznaxu MII3 (IIM®) necneyuguunvr —
Hanpumep, CHIAEHOMe2anus, aHemus, Mo2ym Obimb 00YC1061eHbl TUMPOMOU Cene3eHKU C
nopasicenuem Kocmuo2o moszea. llosmomy eucmonozuyeckoe ucciedosanue KOCMHO20 M032a
88e0eH0 8 bonvuue kpumepuu ouacnocmuxu IIM® 6 knaccuguxayuu BO3.

Ilpu  HabmooeHuu uccnredosanue GbINOIHAEMCS NO  KIUHUYECKUM  NOKA3AHUAM

(KOHcmamauuﬂ npoecpeccuu uiu pemuccuu 36160]16861HU}1).

e Pexkomennyercsa manuentam ¢ MII3 ¢ nedanruyeckum CHUHIPOMOM JUIS ONpEAETICHUs
CONYTCTBYIOIIEH IIaTOJIOT U IIPOBEICHNE IYIJIEKCHOTO CKaHUPOBaHUS
OpaxuonedanbHbIX apTepHil C IIBETHBIM JONIUIEPOBCKUM KAPTHUPOBAHUEM KPOBOTOKA C
LebI0 OIpeesieHusl pucka Tpom003a B cucTeMe 1epedpaibHbIX apTepuil, pucka TUA u
OHMK [17].

YpoBenb  yOeaurTeabHocTH  pexkoMengaumii C  (YpoBeHb  J10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

e Pexomenayercs Y3U - nonmneporpadus cOCyJOB MOPTAIBHON CHUCTEMBI MAIUEHTaM C
MII3 mnpu mnomo3peHMH Ha TpPomMOO3 BOPOTHOM BEHBI, BETBEH BOPOTHOW BEHBI,
CEJIe3€HOYHOW BEHBI, BEpXHEH OpbDKeedHOM BeHHI [ 18].

YpoBenb  yOenutenbHocTH  pekoMenaanuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KoMMeHTapum: uccredosanue no3eossem 6ulasums Kak npsimvle, MaxK U KOCGEHHble
NPU3HAKU MpoMO03a cocy008 NOPMANLHOU CUCMEMDbL, CB0EBPEMEHHO NOCMABUMb OUACHO3 U
onpedenums nevyebHyo makmuxy. Ilayuenmoi ¢ nodospenuem Ha mpomoO0O3 8eH HYHCOAOMCS 8
Yacmom MOHUMOPUH2Ee NoKa3ameiel ceepmuléarowel cucmemvl Kpogu (He pedxce 1 pasa 6 3

mecaya), nposedeHuu mepanuu AHMUKOA2YIAHMAaMu, 0emanbHom obcaredosanuu. B crnyuae



ocmpo2o  mpomb03a  HeoOXooumMa 20CNUMANU3AYUS 6 2eMamoiocuyeckoe omoeienue. B
ounamuke Y3U-0onniepoepaguro cocyooe nopmanvHol cucmemvl ciedyem HposoOUmMs 6 He

peace 1 paza 6 200 unu yawje (N0 KIUHUYECKUM NOKA3AHUSM,).

e Pexomennayercst KT (xommnbrotepHas tomorpadusi) min MPT (MarHUTHO-pe30HaHCHas
ToMorpadus) OprOIIHOW TOJOCTH € BHYTPUBEHHBIM KOHTPAaCTHMPOBAHHEM C
OIlpeZieTIeHUeM O0beMa CENe3eHKH, OILEHKOW COCTOSHHS COCYAOB OpIOIIHOW IOJOCTH
nanventam ¢ MII3 npu octpom 6oneBoM cuHApOME B JI€BOM IHojpedepbe, Ipu
NOJO3pEHNH Ha HWH(ApPKT CENEe3eHKU, IPH COCTOABIIEMCS TpoMmM0Oo3e B CHCTEME
MOPTAIBbHBIX BeH (00HApyKEeHHOM MU yIbTPa3ByKOBOM uccienoBanun) [8, 12, 13].
YpoBenb  yOeaurteabHocTH  pexkoMeHgaumii C  (YpoBeHb  J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenTapuu: Ocmpule xupypeuueckue namonocuu OpoOWHOU NOJIOCMU KpaliHe
ONnacHvl U  mMpebylom CpPOYHO20 XUPYPIUUeCKo2o emewamenvcmed. Tpombo3 cocyoos
NOPMANLHOU CUCMEMbl PA3IUYAIOM NOIHBLU U YACMUYHBIN, d MAKX’CEe OCMPYIO U XPOHUYECKYHO
Gopmy. Ocmpas ghopma modxxcem npossIAMsbCa uuemueli U UHGApKmom KUUEeYHUKA 8C1e0Cmeue
pacnpocmpanenus mpomoba Ha Me3eHmepudnbhvle cocyobl. Xponuueckas ¢hopma uaue
OeccuMnmomMHas 6 CUly GKIIOUEHUS KOMNEHCAMOPHLIX MeXAHU3MO8, MAKUX Kak Oulamayus
neueHouHoU apmepuu U pazeumue cemu Koanamepaneu. IlIpossrenusmu XpOHUYECKO20
mpombo3za mocym Ovlmb KPOBOMEUEHUsT U3 HCENYOOUHO-KUUEUHO20 MPAKma Kak cleocmeue
NOpMAnbHOU 2unepmen3uy u ouruonamus. AHmuKoa2yIaHmMHAs Mepanusi CYUmaemcs mepanuetl
evlbopa npu ocmpom mpombose. Ilpu xponuueckom mpomoose peKomMeHO08aHbl MOHUMOPUHS U
npogunakmuka — KpoGoOmeueHuss U3  BAPUKOZHO-DACUWUPEHHbIX  6eH  Nuwesood,  npu
HeobXxo0umMocmu MeOuKaAMeHmo3Hulll mpomboauszuc. Heobxooumo paccmompems 60npoc o0

Xupypauieckom jedeHuu (CnieHIKmoMusl, NOpMmoKagaibHoe WYHMUPOBAHUE).

e PexomeHnayercs BceM MalMeHTaM C MOPTAIBHOW TMIIEPTEH3UEH BCIEACTBUE MACCUBHOMN
CIUICHOMETaJINH W/WiaM TpoMOO3a B CHCTEME MOPTAIbHBIX COCYIOB IPOBEACHUE
a3o¢aroracrpoayonerockonuu (DI JIC) ¢ omeHKkoll BEH NHINEBOAA ISl HCKIIIOUCHUS
HaJIM4Ms BapUKO3HOI'O PACIIMPEHUS BEH, KaK MPOSBICHUS MTOPTAILHON THIIEPTEH3HH |8,
12, 13].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaaumii C  (ypoBeHb  JI0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

KomMmenTapuu: y oannoti xamezopuu nayueHmos 6biCOKUL PUCK KPOBOMEUeHUll U3

8APUKO3HO—PACUUPEHHBIX 6€H nuujeeooa u dxcenyoka. Ilpu omcymemeuu pucka KpogomeyeHuu



U3 86apuxko3Ho pacuupennvix e nuwesooa I J]C evinonnsaiom ne pedice 1 pasa 6 200. B ciyuae
HAIU4Us pUcKa KpoeomeueHUusi U3 BapuKo3HO PACWUPEHHbIX 6eH NUuueso0d Uccie0o8anue

6blNOJIHAIONT HE pedice 1 pasa e 3 mecsaya.

e PexoMmenayercsi oneHka kapaunonyiabMoHanbHOro craryca (OKI, OxoKI') mauuentam c
COITYTCTBYIOIMMH 3a00JIEBAaHUSMH CEP/IEYHO — COCYIUCTOM CHCTEMBI [T OL[EHKH pUCKa
TPOMOOTHUYECKUX OCIIO)KHEHUH U CMEPTH OT CEpJACYHO—COCYAUCTBIX OCIOKHEHWH, s
BBISBJICHUS MPOTUBOMNOKA3aHUM K JICUCHUIO IIUTOCTAaTUYECKUMHU Tipernaparamu [8, 12, 13].
YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (ypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KoMMEHTapuM: OCHOBHbIMU NPUYUHAMU, CYUJECHBEHHO CHUNCAIOWUMU KAYECMBO
HCUBHU U Y2POACAIOWUMYU HCUSHU nayuenmos ¢ Ph-necamuenvimu MII3, nomumo onyxonegotl
npupoobl AGIAOMCA Mpombocemoppasudeckue 0cCl0XcHenus. Buiasnenue ¢axkmopoe pucka
pazeumus cepoeyHo-cocyoucmot namonozauu y nayuenmos ¢ MII3 nozeonsem ceoespemeHHO
8bl0CIUMb  2PYNNY  NAYUEHMO8, MPedYIowWuUx aKmueHo20 HAON0O0eHUs U  NPOBEOeHUs.
NPOQUIAKMULECKOU 2eMOKOPPEKMuUpYIowel mepanuu 6 COYemanuy co Cchneyu@uueckumu

uumopedykmueubmu npenapamamu. Hccneoosanue npoeodﬂm no KIUHU4YeCKUM noKa3aruAiAM.

2.5 UHble AMarHocTHYeCKHue HCCJIeJOBAHNS

e PexkomMeHaylOTCA BCEeM MalMeHTaM C  [peABapUTeNbHbIM  auarHozoM  MII3
JIOTIOJTHUTEIIbHBIC KOHCYJIbTAIIMK CIICIHAINCTOB (Bpada-HEBPOJIOra, Bpada-KapIuoJiora,
Bpada-Xupypra, Bpada-ceple4YHO-COCYJAUCTOr0 XHUPYypra, Bpada-racTpoOdIHTEPOJIOra,
Bpaya- I'eéMarojiora — reMoCTa3noJiora, Bpada — MOPTAJIBHOIO XHUpypra) npu HaIUYUU
XKaoO HEBPOJIOTMYECKOTO XapakTepa, B Cllydyae pa3BUTHUA OCJOXKHEHUH (TpomO03
BOPOTHOW BEHbI, BETBE BOPOTHOI BEHBI, CEJIE3€HOUYHON BEHBI, BEpXHEH OpbIKEECUHON
BEHBI) JIJIs1 IMATHOCTUKH | JICYECHUsSI COMYTCTBYIOIIEH martojoruu [19].
YpoBenb  yOenuTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e PexoMeHnayercss NpUMEHATH cTpaTHdUKanuio pucka y mauueHtoB ¢ UII mis ouenku
BEPOSTHOCTH TPOMOOTHYECKUX OCJIOKHEHUH, MPHUBHOCSIIMX HAWOONBIIMIA BKIaX B
CTPYKTYpY CMEPTHOCTM M HHBAIUIU3ALMU, OOYCIOBJICHHYIO 3a00JieBaHUEM, a TaKke
HIKaJTy JUIS OlpeieNieHus mporuo3a [20-22].

YpoBenb  yOenuTelbHOCTH pexkoMeHaauuii B (ypoBeHb  J0cTOBEpHOCTH

JA0KA3aTeJIbCTB —3)



KommenTapumn: /lo pesynomamam KO2OPMHLIX UCCIe008AHUL HAUDOIee YCMOUYUBbIMU
gaxkmopamu pucka ona mpombomuueckux ocioxcueruu npu U1 senaiomes éospacm cmapuie 60
Jlem u Hanuyue mpom603086 6 anammese. [lpu smom yenecoobpasHo makdice yuumuleams ooujue
gakmopwl  pucka O CEPOEYHO-COCYOUCBIX, MPOMOOMUYECKUX U  2eMOppPASULEeCKUX
ocnoxcrenuit (Ilpunooscenue 172). [ns oyenku uHOUBUOYATbHO2O NPOSHO3A UYeNecO0OPA3HO

ucnonv3osams wikany, pazpabomannyio 6 20132 (Ilpunosicenue I'3).

e Pexomenayercs TpUMCHSTH CTpaTUUKAIMIO pucka y mnamueHtoB ¢ OT
NpeIHA3HAYCHHYI0  JIUII  OICHKHM  BEPOSITHOCTH  apTEepPHATBLHOrO  Tpom003a,
00YCJIOBJIMBAOIIETO WHBAIUIM3AINIO U OTPAHUYMBAIONINX MPOAODKUTEIBHOCTD JKU3HU
nanueHToB [23].

YpoBeHb  yOenuTeIbHOCTH  pekoMeHAauuidi B (ypoBeHb  J10CTOBEpPHOCTH
J0KA3aTeJbCTB 3)

KommenTapuu: Ha ocnosanuu mexrcOyHAPOOHbIX MHO20YEHMPOBHIX UCCIe008AHUL
akcnepmamu BO3 6vina paspabomana medNCOYHAPOOHAs. NPOSHOCMUYECKAs WKALAd PUCKA
pazeumus apmepuanviozo mpombosza npu OT - The International Prognostic Score for ET
(IPSET-thrombosis) ([Ipunoxcenue I'4)

e Pekomenayercs NmpUMEHATh CTpaTH(PHUKAIMIO pUCKa y Bcex mnanueHtoB ¢ [IM® mns
OTIpeNleNIeHUs] WHAWBHIYaTbHOTO TMPOTHO3a TAlMeHTa /IS OINPENEeNICHUsT TaKTHUKU
Tepanuu [24 - 26].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauuii B (ypoBeHb  J0cTOBEpHOCTH
0KA3aTEJbCTB —3)

Kommenrtapuu: B 2009 2. F.Cervantes et al. npednoxcunru MedcOyHapoOonyo wkay
oyenku npozno3sa (International Prognostic Scoring System, IPSS). /lannas wikana cayscum ons
onpeoeneHusi NpocHO3ad HA MOMEHM NOCMAaHO8KU OuacHosa. buliu evisenenvl credyrowue
Gaxkmopsi, 00CMOBEPHO GaUAIOWUE HA BBIICUBAEMOCb NAYUEHIOB. B803DPACH, YPOBEHb
2emoenobuna, npoyenm O61acmoeé 6 nepughepuieckoll Kposu u Haaiuyue CUMNmoMo8 onyxoneeou
uHmoxcuxkayuu. B cozdanHotl npoenocmuueckoll cucmeme UCNONb3yemcs OalIbHas OYeHKd, 20e
KaxcooMy U3 npusHaxkos npuceausaemcst no oonomy oanny (llpunoscenue I'5). Pazoenennvie no
KOIUYeCmsay NpOSHOCMUYecKUX Oallo8 2pynnvl NAyueHmos CMmamucmudecky 3HAYUMO
PA3IUUAomest o OIUMeENbHOCIMU 00ujeli BbIHCUBAEMOCTIU.

B 2010 e. F.Passamonti et al. cucmema IPSS Ovita moouguyuposana ¢ nomouysbro
npuceoernust hakmopy yposrs cemoenoouna menee 100 2/n 08yx bannios emecmo oonozo. Takoice

OvlIa UsMeHeHa Kiaccupuxkayus no epynnam pucka coomeemcmeenno oainam (Ilpunoscenue



1'6). Hosas cucmema Dynamic IPSS (DIPSS) cnocobna npedckaszvigams puck mpancgopmayuu
8 11000U MOMenm noocuema, a He MoabKO NPU YCMAHOBIEHUU OUACHO3A.

IHlocneoyrowuii  ananuz MHO2OYEHMPOBLIX OAHHBLIX NOKA3AA, YMO He3aB8UCUMBIM
npozrocmuyeckum paxmopom seiaomcs mpomboyumonenus (mpomboyumor <100x10%n) u
yumozenemuyeckue anomanuu (uzoauposannvle napywenus +8, 7/7q, i(17q), inv(3), 5/5q, 12p
unu nepecmpotika 11q23). C yuemom smux oannvix N. Gangat et al. cucmema cmpamughuxayuu
oviia dononnena u anpoouposana na 793 nayuenmax (Ilpunoscenue 1'7). Hosas cucmema
cmpamugpurayuu, nonyyusuias naumenosanue DIPSS+ nozeonuna npoenosupogams He moabKo

00WYI0 BBIAHCUBAEMOCTL, HO U 8PEMSL 00 PA3GUMUS OIACMHOU MPAHCPHOpMayuU.

3. JleueHne, BKJIHOYAS MeIUKAMEHTO3HYI0 H HEMeIUKAMEHTO3HYI0
Tepanuu, IMeToTepanuio, 00e3001uBaHue, MeIMIMHCKHE MOKA3AHUST U
NMPOTUBOINOKA3aHUS K MIPUMEHEHHI0 MEeTO10B JeYeHHsl

3.1 Jleuenne MCTUHHOM MOJUIIUTEMUH

Henu mepanuu HII: npeoomepawenue u JeyeHue mpomboOceMoppacudecKux
OCﬂOWCHeHuﬁ,' KOHmMpOJlb CUMNMOMO6 onnyJzeeoﬁ UHmMoOKcukauyuu (CHM[)/C‘eHue eeca,
NOMAUBOCMY, JUXOPAOKA, 3Y0);, C8eO0eHUe K MUHUMYMY pucka paszeumusi emopuunoco OMJI u
nocm-UIl M®; npedynpescoerue 0CI0dCHeHU 6 Cayuae OepemMeHHOCMU, XUpYpeuieckux

onepayuii.

e PexkomeHnayercssi mpoBeIeHHWE  KPOBOIMyCKaHHWH  (TeModkchys3uid,  QuedoTommii)/
spurporutadepesza (DLD) ans mogmepkanus remarokputa B mpenenax 40-45% s
BceX nmauueHToB ¢ UII ¢ 1enbro CHUKEHUST pUCKA CEPACUYHO — COCYUCTBIX OCIIOMKHEHHIN
[27].

YpoBenb  yOenuTelbHOCTH  pekoMengaumii B (ypoBenb  J10ocToBepHOCTH

10KA3aTeJILCTB — 3)

KoMMeHTapum: Kkpogonyckauue Modcem NpouzBoOUmbsCs MemooOM 6EeHEeNnYHKYUU Ulu
geHecekyuu, m. e. paszpe3om 6eHvl. IIpoeodam 6 yclnosuax npoyeoypHoco Kabuuwema.
Ilpomusonokazanus: woK, KOMIANC u opyeue COCMOSIHUSL, CONPOBONCOArWUecs NadeHuem
apmepuanrbHo20 0asleHUs, aHeMusl, UCMOWeHUe U DPe3KO BbIPANCEHHbIU CKIepO3 MO3208blX
€oCy008, 0c0OeHHO Y noxcunvix ooeti. Oovem 2eMosKchy3uu 3asucum om ooueco coCmosHUs
nayuenmog u 8 cpeonem cocmaeiiem 250-500 mn ¢ nocredyowum 60cnoaHeHuem obvema
yuprynupyroweti kposu 0,9% pacmeopom nampus xaopuoa. Jlubo npedsapumenbHo npo8oosm
6/6 KanenvbHyr) UH@Y3Ul0 00vemMa IHCUOKOCMU, NPesbluanuieo NiaHupyemvlli  obvem

KpoeonyCcKanus, u s3amem oCyulecmejsirom 2em037<ccby3m0. C ueiblo YMEeHbUleHUsl pUcCKa



mpom0b0306 Ha oHe 2eMOIKCHY3UU maxHce MoAHcHO 6600umsv sHympusenno 5000 Eo cenapuna
nampus. Kposonyckanus nposooamcs uepe3 0eHb, NONCUTLIM NAYUEHMAM C CORYMCmayoujell
CepOeuHO-coCYOUCMOU U JIe20UHOU namoao2uell - 08axcobl 8 Hedeo (TUb0 yMeHbuaemcs 00vem
Kposu, yoansemou 80 epems npoyedypsl). OCHOBHOU Yenbio JleueHUs 811emcs no0oepiHcanue
eemamoxpuma Ha yposue 40—45%. [Ipu npunamuu pewienusi 0 ceancax KpoOBONYCKaHUuii ypo8eHbs
2eM0o200UHa He yyumvléaemcs. AnlbmepHamueol KpOBONYCKAHUAM SAGNAemcs NpogedeHue

annapamuozo 1] D.

e Pexomenayercsa mis Bcex mamueHtoB ¢ UII mpuem mpenapaToB aneTWICaqIuIMIOBOMN
KUCIoTeI** (100 Mr/CyT) € 11eNbI0 MPO(UITAKTHKH TPOMOOTHUECKHIX OCIOXKHEHU# [28].
YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenrTapuu: Tepanusa Huskumu  0o3amu  ayemuicaiuyunosou  Kuciomel™*
apexmuena 0ns Kynupo8aHuu 6a30MOMOPHLIX CUMNIMOMO8, cesazanHbix ¢ UII. BazomomopHybie
CUMNMOMbL ~ NPU  BKIIOYAIOM  20108Hble 00U,  20JI080KpYICEHUe,  MPAaH3UmMopHbvle
HegpoJlo2uiecKue HapyuleHus, nosigienue CKOmomsl, Wym 8 yuiax, amunudnsli OUCKoM@opm 8
epyou, napecmesuu u dpumpomenanuro. IOmu CUMAIMOMbL  00YCIO81eHbl AHOMATLHBIMU
83AUMOOCUCMBUAMU MPOMOOYUMOS8 U IHOOMENU HA MATblX cocyoax. I ucmonamonozuyeckue
UCCIe008anUsl NpU SPUMPOMENaneuu 6blasunu boz2ameie MpoMoboyumamy apmepuoapHole
MUKPOMPOMObI € SHOOMENUATIbHBIM  BOCHANEHUeM U npoaugepayueli. UHMUMbBL  COCYOO08,

conpoeoofcdaiowuec;i Nno6blULEHHbIM nompe6ﬂeHueM mp0M6014um06.

e PexoMenayercsi IpUeEM IpenapaToB alEeTUICATUIMIOBOW KUCAOThI** 1o 100 Mr 2 paza
B JeHb BceM mnamueHtam c¢ UII ¢ cepredHo-coCyTUCTBIMM  (aKTOpaMu pPHCKa,
JEUKOLMTO30M, TpU HEAJEKBATHOM KOHTPOJIE€ KOHCTUTYLHMOHAIbHBIX CHMIITOMOB
OJTHOKpAaTHBIM NIPHEMOM Ipernapara JUlsi CHUXKEHHUSI pUCKa TPOMOOTHYECKUX OCIOKHEHUHN
[28].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)

o Pexomenayercs kmommporpen** (75 wr/cyt) mns Bcex mnanumeHtoB ¢ UIT mpum
HETIEPEHOCHMOCTH WJIM TPOTHBOIMOKA3AHUAX IS alleTHIICATUIMIIOBOH KUCIOTBI** ¢
LEJBI0 MPOGUIAKTHKA TPOMOOTHYECKUX OCIOKHEeHUH [29].

YpoBenb  yOenurTeqabHOCTH  pekoMeHgaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)



Kommenrapuu:  [lpomugonoxkazanusimu K  HA3HAYEHUIO  AYeMUICATUYUTIOBOL
Kucromul™** sgnaomces 3po3usHo-saseennvle nopadicenus JKKT 6 ¢paze obocmpenus, sicenyoouno-
KuuleyHoe Kposomedenue, "acnupunosas mpuada', Hamuuue 6 aHaMHeze VKA3AHUU Ha
KpanueHuyy, punum, 6bl36aHHble NPUEeMoM ayemuicaiuyunosou kuciomol™* u opyeux HIIBC,
eemouiaus, ecemoppazudeckuli ouames, SUNONPOMPOMOUHEMUSl, PACCIAUBAIOWAS. AHEBPUIMA
aopmsl, nopmanvHas cunepmen3us, Oepuyum eumamuna K, neuenounas uw/unu noveunas
HeOooCmamouHocmy, Odeuyum 2noKo30-6-gpocpamoecudpozenasvl, cunopom Peiie, demckuti
so3pacm (0o 15 nem - puck pazeumus cunopoma Peiie y demeil ¢ cunepmepmueil Ha ¢QoHe
supycnuix 3abonesanuil), I u IIl mpumecmpol 6epemennocmu, nepuoo 1aKmayuu, nOGblULEeHHAs
YYECMBUMENbHOCIb K AYEMWICAIUYUI080U  Kuciome™**  u  opyeum  camuyuiamanm.
Omuocumenvhoe npomusonoxazanue - mpomooyumos >1500x10%n no npuuune nosviuenno2o
pucka Kposomeuenuil. B Hacmoswee 6pemsi 6blOensilOM KIUHUYECKYIO U OUOXUMUYECKVIO
acnupunopezucmenmuocmy. 1100 KiuHu4eckol pe3sucmeHmHoOCmMb0 HOHUMAIOM HeCnOCOOHOCMb
npenapama  npeoomepamumes — mpomMOOMUYecKutl U300 Y  KOHKPEMHO20  NayueHmd.
Buoxumuueckyio pesucmenmunocms onpeoensiom, Kax HeOOCMAmoyHoe nooasieHue QyHKyuu
mpomoboyumos Ha pore npuema NPenapamos ayemuicaruyuio8ou Kuciomol **, ycmanosnenmoe
no pe3yibmamam paziudHslx 1a60pamopHulx mecmos. B 3asucumocmu om npuyun, npueouiux
K AacCnUpuHOpe3UCmeHmHOCmU, GblOCNAOM UCMUHHYIO U JIOJCHVIO pe3ucmeHmHocmy. K
B03MOJICHLIM —~ NPUYUHAM — NCEBOOPE3UCMEHMHOCMU — OMHOCAM — HUZKVIO  NPUBEPIHCEHHOCTb
NnayueHmos K npuemy npenapamad, 1eKapcmeeHHvie 63auMOoO0eticmeus, HeadeKeamHvle 003bl
npenapama, CHUMCeHue OUOOOCMYNHOCMU, HAapyuleHue pecyiayuu aibMmepHamuenvlx (He
mpomoboyumapuvix) nymetl npoOYyKyuu mpomOOKcand, YCKopeHHoe 00HO8IeHUe mpoMOOYUumos.
HUcmunnas ycmouuusocms K ayemuicaiuyuiogol xuciome** moocem Ovimv 00yciosiena
NOUMOPPUIMOM  2eHO8 YuKiookcueeHasvl, eauxonpomeunos GPIIb/llla, GPlba, GPVI,
peyenmopog P2YI, P2YI2 k aodenosunougocgamy. OOHOU U3 CaMblX U3YYAEMbIX HPUUUH
JIOJCHOU  PE3UCMEHMHOCMU K ayemuicaluyuiosol Kuciome™* seniaemcs HeOOCMAamoyHas
KOHYenmpayus. —npenapama 68 KpoBU, CGA3AHHAs CO  CHUJICEHUeM  OUuoO0OCmynHOCmu
KULEYHOPACTNBOPUMBIX JIeKAPCMBEHHbIX (PopM. Badxcno nomuums, umo npu uUcnoib308aHUU
Huskux (75—150 me/cym) 003 KuwieuHopacmeopumvix opm OUO00CmMYRHOCMb HUMCe, NOIMOMY

VKazauHvle 003bl MO2Yym Oblmb HeOOCMAMOYHbIMU 05 PA0A NAYUEHINOS.

e PexoMeHayercsi KyIUpPOBaHHE MOAUDHIIMPYEMBIX CEPACYHO-COCYIUCTBIX (PAKTOPOB
pucka ans Bcex mnamnueHToB ¢ UII ¢ 1menbio CHIKEHUS pPHUCKA TPOMOOTHYECKHX
ocioxxHeHu# [29].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)



KomMeHnTapuu: omkaz om KypeHus, HOpMaiuzayusi ypoeHs apmepuaibHo20 O0asleHus],
KOpPeKyusl cunepxonrecmepunemMuul, 2unepeiukemMuu, HopmMalu3ayus eecd, a0ekeamuoe iedyeHue

cepOeyHo-coCcyOUCmulX 3a0071e8aAHUL CHUNCAEM PUCK MPOMOOMUUECKUX OCTIOHCHEHULL.

e PexoMenayercsi Ha3HaueHue ajuionypunona*™* B noze 100—300 Mr/cyTku manueHTaMm ¢
UII npu runepypukemun [29].
YpoBenb  yOenutenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)
KoMmMmeHnTapumu: nokasanuem k nosedenuio mepanuu aiionypuHorom™*  saensemcs
NOBLIUWEHHBIU YPOBEHb MOYEGOU KUCIOMbl, 68 MOM YUCie HpU OMCYMCMBUU KIUHUYECKOU
cumnmomamuku. Hasznauenue npenapama nposooumcsi no0 KOHMPONEM YPOGHS MOYEBOU

KUucjiomusl 6 KpOGU.

e Pexomenayercsi s mnamueHtoB ¢ WII nmns  ycrpaHeHus KoxHOro 3yda (Kak
KOHCTUTyLMOHaNpHOro cumnroma MII3) neuenne H1 wnm H2 anTHMrHcTaMHMHHBIX
CPEICTB, aHTUACTIPECCAHTAMU, NpU HEIP(PEKTUBHOCTH CHUMITOMATHYECKON Tepamuu -
UTocTaTndeckumMu npenaparamu [28-30].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

KomMeHTapuu: namocenemuyeckoeo cpedcmea 051 JedeHUuss KOMWCHO020 3y0a (Kak
KOHcmumyyuonanvuozo cumnmoma MII3) ne cywecmeyem. CumnmomamuyecKkas mepantisl
sxatouaem: HI anmaconucmor eucmamuna (nopamaour no 10 me 1 pas 6 oewvb, nepopanvho,
oeznopamaour no 5 me 1 paz 6 denv, nepopanvro, gencnupud no 80 me 2-3 pasa 6 cymku,
MAKcuManvHas cymounas 0osza cocmaegnsem 240 me, yemupusun no 10 me 1 pas é Oenv,
nepopanvHo), anmuodenpeccanmul. #apokcemun™®* no 20 me 1 pas 6 cymxu, nepopanvho. B
C8A3U C meM, Umo KOXCHblU 3y0 Aenaemcsa nposaeieHuem MII3, npu Heaghghexmusnocmu
CUMNIMOMAMUYECKOL mepanuy npoeooumcs jedenue yumocmamukamu: npenapamel MHDo**

no 3 man ME uepe3 0enb, nooOkoxcHo, pykcoaumunud™** no 10 me 2 pasa 6 oenv.

e Pexomenayercss HaOIIOJCHUE, CHUMITOMaTH4YecKas Tepanus (kpoBomyckanus / DD,
aHTHarperaHTHas Tepanusi) Uil mauueHtoB ¢ MII rpynmbl HM3KOTO pUCKa pa3BUTHUSA
TPOMOOTeMOpparu4eckux ocaokHeHun [28].

YpoBenb  yOeautTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Pexomenayercss MeIUKaMEHTO3Has Tepanus i nanueHToB ¢ MII rpynmsl HU3KOTO

pHCKa pa3BUTHS  TPOMOOreMOpparvdeckMx OCJIOKHEHMH B  ClydasX IIJIOXOH



MePEeHOCUMOCTH KpoBomyckanuii / D[P, yacThiX KpOBOIMYCKaHUIX (MPU HEOOXOIUMOCTH
poBeJeHHS reModKcy3uii yaie, yem 1 pa3 B 3 Mecsliia), mpu3HaKax IporpecCHpOBaHUS
0oJie3Hn (HOSIBJ'I@HI/I@ KOHCTUTYUWOHAJIBHBIX CHMIITOMOB, HapaCTaHUC J'ICI\/’IKOIII/ITOSa
U/uni TPOMOOIIMTO3a), CAMITOMATUYECKON WIIM MPOTPECCUPYIONICH CIIJICHOMETaluu He
obycroBerHoi curapoM baxna - Kuapu), mpu tpombormuTose > 1000 x 10%x1 [28 - 30].

YpoBenb  yOeauTeqbHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KomMmenTapuu:

Buibop npenapama nepeoii nunuu onpedensiemcs o3pacmom (Haznauenue MHDo**
npeonoumumenbHoO MOJI00bIM nayueHmam), conymcemaeyioweii namonocueti (MH®@a** cnedyem
HA3HAYAMb ¢ OCMOPONCHOCMBIO NPU AYMOUMMYHHBIX 30A0071e8AHUAX, INUTENCUU, Oenpeccul,
2UOpoKcUKapoamuo ciedyem HA3HAYAMb C OCHOPOICHOCMbIO NpuU Oaszanuome, Kamapakme);
auopoxcuxkapoamud** npomusonoxazan npu bepemeHHocmu (3a UCKIIOYeHUeM Ciyiaes, Ko2od
nov3a npesvliiaem NOMEHYUANbHbIL PUCK Uchorv3oeanus npenapama) ([lpunoscenue A3,
maoauya 1).

B nacmosawee epems xopowo uzeecmuo, umo UD@Ho, modscem konmponupoeams yposeHs
2eMamoKpuma, pasmepsl Cele3eHKU U CUMNMOMbL ONYX0e80l UHMOKCUKayuu y O601buUuHCmea
nayueumos ¢ UI11. Tepanusa necunuposarnnvimo HH®Do noszeonsem noayyumes cemamonocuiecKue
pemuccuu 6 80% nabarodenuti, a maxdice cHudcenue annenvrou Haepysku JAK2V617F (noanas
monexyasipras pemuccus 5% -10%). Oonaxo wupokoe npumenenue UPHo** oepanuuusaemcs
niaoxot nepenocumocmoio. Ilobounvie s¢ghghexmul OviU 3apecucmpuposanst y 96% nayuenmos,
22% npekpamuiu ieyenue no npuvUHe HexHceramebHblxX A61eHUl.

B nepanoomuszuposannom uccrneoosanuu PVSG ommeuena nuszxkas wacmoma paHHux
mpomb0306 6 epynne OONbHLIX HA mepanuu uopoxkcukapoamuoom™* no cpasnenuro c
Ucmopu4eckol Ko2opmou, nonyyaguierl mojibko Kposonyckanue (6,6% npomus 14% uepesz 2
2ooa). Yacmoma OMIJI y nayuenmos, nonyuasuwiux euopokcuxkapoamuo**, no cpasuwenuro c
UCmopu4eckumM KOHmMpoJem, NOaYYaA8uUM U0 X10pamoyyul, oo paouoakmusHuii gocgop,
ovina 3HauumenvHo Hudice (3,9% npomus 10,6% npomus 8,3%, coomeemcmeenno, 6 nepsvie 11
Jlem jleyeHus).

B knunuueckom uccneoosanuu 3 ¢hazvl pyxcorumunu6™*, uneuoumop JAKI / 2, nokazan
npeuMyujecmeo 6 cpagHeHuu ¢ 2uopokcuxkapoamuoom™** y oonvuvix UIIl ¢ nenepenocumocmsio
UNU pe3uUcmeHmHoOCmolo K euopoxcuxkapoamudy**. Koumponv cemamoxpuma cocmasisem 60%
o1 pykcoaumunuba™* npomus 20% ona euopokcuxapoamuoa**. Konmponv nao cene3eHkou u

KOHCMUumyyuOoHajaibHbIMU CUMnNmomamu obin Jiyduie npu ucnojlb306anHuu pyKCOJlumuHu5a**.



Tepanus oOycynvpanom™* sgppexmuena y oorvnvix UIl YV 65 nayuenmos ¢ UII, y
KOmopbix 3abo/1esanue Obl10 ouazHocmuposano 0o 60 rem, nonyyasuux 6ycynvpan™* meouana
svlorcusaemocmu cocmasuna 19 nem. Tonvko y 2 nayuenmos (3,5%) na mepanuu monvko
oycynvgpanom™*, pazeunca ocmpulii aeiikos. Imu yugpvl Oviiu 6 npedenax 06A308020 pucka,
npucywezo 3a001e8aHuI0, U HUYEM He OMAUYAIOMCA OMm meX, KOmopvle HAOMo0aromcsa npu
mepanuu 2uopoxcukapoamuoom™*. B 6onee nozonem ucciedoganuu ¢ exaodenuem 6onee 1500
nayuenmog ¢ HII nokazano, umo HazHauenue OyCynvbhana™* He Kopperupyem ¢ PpUCKOM
mpaucopmayuu 6 ocmpwii  Jaetiko3. Tepanus  Oycynvganom®*  oonvnvix  HIl ¢
PE3UCMEHMHOCMbIO K 2UOPOKCUKApOamMudy** nozeonuna nonyuums noIHwll 2eMamonocudecKull

omeem y 80% u monexynsApHy0 pemuccuro npuMepHo y mpemu nayuenmos.

o PexoMeHayeTcsi KOPPEKIHS J03UPOBKU PYKCOMUTUHUOA** nyst neuenus nanuentos UII,
B ciiydae pa3Buths remaronrndeckux HA [30-31].
YpoBeHb  y0enuTeIbHOCTH  pekoMeHgauuidik B (ypoBeHb  10CTOBEpHOCTH
JA0KA3aTeJIbCTB — 3)

KommenTapuu: [Ipunoscenue A3, mabnuya 2.

Kpurepun onenkn 3ppeKTHBHOCTH U niepeHocuMocTH Jedenus UII.
e Pexomennyerca neuyenue Bcex OombHbix WII mpomomkate A0 TeX Mmop, MOKa
COXpaHsETCs TepareBTUYECKUl 3P PeKT.
YpoBeHb  y0eauTeqbHOCTH pekoMeHaauuii C  (YypoBeHb  /I0CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

e Pexomenayercsi npoBesicHHE OICHKH 3(P(HEKTHBHOCTH U MEPEHOCHMMOCTH MPOBOAUMOM
Tepanuu Ha OCHOBAaHUHM KpuUTepHeB EBpormeiickoil opraHuszanmueil 1Mo HW3y4YCHUIO H
nedenuto neiiko3oB (ELN) miist Bcex marmentos ¢ U1, momy4warormux tepanuto [32].
YpoBenb  yOeaurTeabHocTH  pexkoMenganmii C  (YpoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommenTtapuu: [Ipunosicenuu I'8.

e Pexkomenayercss IpPOBOAWTH OLEHKY MOJIEKYJSIPHOTO oOTBeTa y mnanueHtoB ¢ HUII,
NOJTyYaIOIUX TEPANNIO NPU HAIMYMHU BO3MOYKHOCTH MOJIEKYJIIPHOTO MOHUTOPHUHTA [29].
YpoBenb  yOenutenbHocTH — pexkoMenaauuii C  (YpoBeHb  10CTOBEPHOCTH

J10KA3aTeJILCTB — 5)
Kommenrapun: Takmuxa éedenus nayueHmos 6 Hacmosuee 8pems 3a6UcUm moabko om

KIUHUKO-2eMamaolocuiecKkoco omeenma HAa mepanuio. Knunuyweckas SHAYUMOCNb



UumoceHemudeCcKux, MoaeK)JIApHblLX, Mopgbwzozuqecxux omeemos He uszgecmud. Y uacmu

nayuermog mocem ovimsv docmueHym u monexyasapHuiii omeem (l[lpunoscenue 19).

e PexkomeHnayercs  NMpoBOAMTH  TPENAHOOMONCHIO U MNATOJIOT0-aHATOMHUYECKOE
uccienoBaHe OMONCUMHOrO (ONMEepalMoOHHOI0) Marepuajia KOCTHOTO MO3ra BCEM
nanuenTtam ¢ W11 npu nosiBleHUH NpU3HAKOB IIporpeccuu 3adoneBanus [29].

YpoBenb  yOeautTeabHocTH  pexkoMeHjganmii C  (YpoBeHb  J0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenTapuu: B nacmosiwee 8pemsi Hem O0OHO3HAYHBIX PEKOMEHOAyull N0 KOHMPOIIO
appexmuenocmu  neyeHuss HA OCHOBAHUU UCCLEO008AHUSI KOCMHO20 Mo3ed. B pamkax
KAUHUYECKUX UCCIe008AHULL 2UCMONIOSUYEeCKOe UCCe008aHue mpenanobuonmama npogooumcs 1
pas 6 200 01 OYeHKU USMEHeHUs cmeneHu @uoposa, Npu3HaKos namomopghosa/oucniazuu
PA3IUYHbIX POCIMKO8 MUENON033d. B pymuHHOU KIUHUYECKOU Npakmuxe mpenaHoOuoncuo
criedyem 6bINOIHAMb NPU NOAGLEHUU NPUSHAKO8 npozpeccuu 3aOonesanus (nossienue anemu,
mpomooyumoneHuy, 1etKoneHuy, He CeA3aHHbIX C NPOBOOUMOL YUMOPeOYKMUBHOU mepanuel,

Jletikoyumo3sa, 61acmoe 6 nepugepuieckori Kpogu, CnieHoMe2aluu).

e Pexkomennyercsa  mpoBoauTh  omHeHKY 3¢ddexkruBHoctn  Tepanmun  MHDo wu
pykconuTuHHOOM** y Beex mauuenTos UII [29].
YpoBenbr  yOeauTenbHocTH  pexkoMeHaaumuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJIHCTB — 5)
Kommenrapun: xpumepuu pesucmenmnocmu MHHDo™* u  pykconumunuba™*:
HeooCmudicenue NOIHO20 2eMamoN02U4ecKo20 Omeema HA MAKCUMAIbHO NePeHOCUMOlU 003e

npenapama K 6MeC}11/;aM JI€HECHUA.

e PexomeHnayercsi TPOBEJCHUE OICHKH  PE3UCTCHTHOCTH /  HEMEPEHOCHMOCTHU
THIpOKCUKapOamMuIa** Ha OCHOBAaHMHM KPHUTEPHUEB PE3UCTEHTHOCTH/HETIEPEHOCHMOCTH
rugpokcukapbamuga** y scex manuentos ¢ MIT ELN 2009 [32].

YpoBenb  yOenutTenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KomMmenTapuu:

1 Heobxooumocms Kposonyckanuil 015 noooepaicanus cemamokpuma <45% nocne 3
Mecayes mepanuu cuopokcuxapoamuoom** >2000 me/oenv UJITH

2 Hexonmponupyemas muenonponugepayus (mpomboyumor >400 x10%n u netixoyumoi

>10 x 10%1) nocae 3 mecayes mepanuu 2udpoxcuxapbamudom** >2000 me/denv UJIU



3 Hesoszmooicnhocms  pedyyuposams maccuguylo cnieHomezanuio (bonee 10 cm mudice
pebeprotl dyau npu narvnayuu) Ha 50% om ucxoonozo pazmepa UJIN

4. HegosmooicHocmsb obnecuums CUMNMOMbL, 6bI36AHHbIE MACCUBHOU CHeHOMe2anuell
nocne 3 mecsayes mepanuu euopoxcuxapoamudom ** >2000 me/oenv UJITH

5. AYH <1,0 x10°/ unu mpomboyumur <100 x10°1 unu 2emoznobun <10 x10°%n npu
MUHUMATbHOU 003e 2udpoxcukapoamuoa™**, Heobxo0umol 01 O00CMUdNCEHUS NOJHO20 UMY
yacmuynozo omeema UJIH

6. Azebl Ha  eonewsx  uiu  Opyeas — MOKCUYHOCMb,  ONOCPEOOBAHHAS
auopoxcuxkapoamuoom™** (usmenenus co CMOPOHbL KoX#CU u CIUBUCTBIX,
2a4CMPOUHMECMUHANbHbIE — CUMNMOMbL,  NHEBMOHUM, — JUXopadka) npu  Jobot  003e

euopoxcuxkapoamuda™* [30].

o PexoMenayeTcsi epexo/ Ha IPYTYIO JTUHUIO Tepanuu B ciiydae HEIPPEKTUBHOCTH HIIH
HETIEPECHOCUMOCTH IIPOBOIUMON Tepanuu [28, 29].
YpoBenb  y0eauTeqbHOCTH  pexkomengamuii C  (ypoBeHb  JI0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)
KommenTapuu: gonpoc o cmene mepanuu pewaemcs unousuoyaivHo. B cuyuae
VOO0BIemMBOPUMENbHOU NePEeHOCUMOCIU U OMCYMCmeue NnoOOYHbIX Ihhexmos nepeot auHuU

mepanuit 603MOIUCHA ICKaA1aAyusl 00314]7067(‘1/! npenapamada.

o PexoMmenayercsi Bo3MelnieHue aedunmra xeneza BceM manueHtam ¢ UIT y koTopsix
1a00paTOPHBIMH ~ METOJAMH  IOATBEPXKACH JePUIUT Kelle3a ¢ MPUCYTCTBYIOT
BhIpOKECHHbBIE KIIMHUYECKUE MMPU3HAKU TKAHEBOTO JeduIuTa xemnesa [28, 29].

YpoBenb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH
J10KA3aTeJILCTB — 5)

KommenTapumu: B ciyuae dedhuyuma scenesa, vi36annozo Kpogonyckanuem / LD unu
aHemMuu, PazeUBUEICs BCIeOCmeUe KPOBOMEUeHUl, 6 UCKIIOYUMENbHBIX CLYYasX MOJICem
paccmampusamscsi  He0OX00uUMoCms mepanuu npenapamamu  scenesd. Januyio mepanuio

Cﬂedyem npoeodumb npu nOCMoOAHHOM muameirbHoOM MOHUMOPUHZE noxasameieti Kpoe6u.

3.2 JleyeHne 3CCEHUUAIbHOM TPOMOOIUTEM UM

Ienu mepanuu 3IT: npedynpexcoenue mpomMOOMUYECKUX UTU 2eMOPPASUYECKUX
OCNIOJNCHEHUU, MUHUMU3AYUSL PUCKA NPOSPECCUPOBanUs 3abonesanusi ¢ ucxooom 6 nocm-3T MD
unu OMJI; KoHmponb cumMnmomos UHMOKCUKAYUU; NpeoynpedcoeHue OCIONCHEHUN 6 cayuae
bepemennocmu, xupypeuueckux manunynayuil [29].

Llenesoii yposenb mpombOyumos y nayueHmos, MNoOAYUAIOWUX MepPanuro OO0IHCEH

coomeemcmeosamu HudicHeli 2panuye Hopmel - 400 x 10%7 [29].



e PexoMenayercsi MnpoQuiIakTUKa CEpACYHO-COCYIAUCTHIX 3a00JIeBaHUM JUIS  BCEX
narueHToB ¢ DT ¢ 1enpio ycrpaneHus (akTopoB prcka Tpom00308 [28, 29].
YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuiik C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

KomMmenTapuu: omxkas om Kypenus, Hopmanuzayus ypoGHs apmepuailbHo20 0aeleHuUs,
KOPPEKYUs 2Unepxonecmepunemuu, 2unepeiukemMuu, HOpManu3ayus eecd, a0ekeamuoe ieqeHue

cepdeqﬂo-cocy()ucmblx 3a00ne8anUll CHUMCAEm PUcCK mp0M60muquKux OCJIOCHEHUII.

e Pexomenayercsi a1 Bcex nauueHToB ¢ OT mpueM npenaparoB aneTHUICATULUIOBON
kucinoTe** (100 Mr/cyT) ¢ menpio MpoPUIAKTHKH TPOMOOTHUYECKUX OCIOXKHEHUHN [28,
33].

YpoBenb  yOenutTenbHocTH  pekoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

e Pexomenayercsi IpueM MpeEMapaToB aleTUICATAIMIOBON KUCIOTHI** o 100 Mr 2 paza
B JeHb BceM mnamueHtam ¢ HII ¢ cepredHO-COCyTUCTHIMH  (aKTOpaMu pPHCKa,
JEUKOLMTO30M, TIPU HEAJEKBATHOM KOHTPOJIE€ KOHCTUTYIMOHAIBHBIX CHMIITOMOB
OJTHOKpATHBIM IIPHEMOM TIpernapara Jyis CHI)KEHUS! pUCKa TPOMOOTHYECKUX OCIIOKHEHHH
[28].

YpoBens  yoOeautenbHOCTH  pexkomengamuii C  (ypoBeHb  J0CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

e Pexomenayercs ionuporpen** (75 wmr/cyt) ans Bcex mnauumeHtoB ¢ UII mpu
HEMEePeHOCUMOCTH WJIM MPOTHBONOKA3aHUAX JUIS AleTUJICAIMIMIOBON KHCIOTHI** ¢
1EJIbI0 MPOPUITAKTUKH TPOMOOTHYECKUX OCIIOKHEHUH [29].

YpoBenb  yOenuTenbHOocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Pexkomennyercs HazHaueHue awionypuHona** B qoze 100-300 Mr/cyTky mammeHTam ¢
UII npu runepypukemuu [29].
YpoBenb  yOenuTenbHocTH  pekoMenaauumii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)
KomMmenTapuu: nokazanuem K nosedeHuro mepanuu auilonypunorom™*  saensemcs
NOBBLIUWEHHBIU YPOBEHb MOYEBOU KUCIOMbl, 6 MOM YUCle Npu OMCYMCMEUU KIUHU4eCKol
cumnmomamuku. Hasznauenue npenapama nposooumcsi no0 KOHMPONEM YPOGHS MOYEOU

KUcCjsombvl 6 KposU.



o Pexomennyercs mamueHtraM ¢ OT mpoBeneHHE — TUIAHOBBIX — XHPYPrHYECKUX
BMEIIATEILCTB M JICUEHUS Yy Bpada-CTOMATOJOTa TIOCIE HOpMAaIW3allid ducia
TPOMOOIIMTOB C IENIBbIO CHIKEHHS PUCKA TPOMOOTeMOpparnuecKuX OCiIoKHeHu# [34].
YpoBenb  yOeautenbHocTH  pekomenganmuii C  (ypoBeHb  JOCTOBEPHOCTH

JA0KA3aTeJbCTB — D)
KommMmenTapuu: omyena npoeooumoti mepanuu anmuazpe2anmamu O0IHCHA NPOXOOUMb
3a671a208peMeHHO (8 cCOOMBEeMCmMEUU ¢ PapmMaKOKUHEMUKOU NPUMEHAEMO20 npenapama) nepeo

onepamueHbiMu emeutamelbCmeadmu U npO@OJZcheHCl nocie.

e Pexomennayercst HaOIrOICHHE, TEpaNUs aHTHArperaHTaMu T maueHToB ¢ DT rpymnisl
HHU3KOI0 pucka TpomboTryeckux ocioxuenuit (ITpunoxenue '4) [28].
YpoBenb  yOeautTeabHocTH  pexkoMenganmii C  (YpoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommenTapuu: yumopedykmuenas mepanus HAanpagieHa 6 nepsylo ouepedb Hd
KYNUposanue pucka mpomMoOOmMu4eckux OclodCHeHull. YV OauHol 2pynnel  nayueHmos
YumMopeOyKmusHas mepanusi He NOKA3AHA 6 C6A3U C HUSKUM PUCKOM MPOMOOMUYECKUX

OC/IOJICHEHU.

e PexoMenayercsi npoBesneHue crenudpuueckoil Tepanuu g nanueHToB ¢ DT rpynmsl
HU3KOTO pUCKa B Clydasx Tpombomurto3a 6omee 1000x10%m, mepen mIaHOBHIMH
XUPYPru4ecKUMH BMEILIATEeNbCTBAMHU, MPU HPOrpecCUpOBaHUU Oo0se3HH (yBEIUUYEHUE
qrcia TPOMOOLIUTOB Ooliee yeM Ha 300x10%m 3a 3 Mecsila, MOSBICHUN CILICHOMETAJINY,
MOSIBJICHUM ~ KOHCTHTYIIMOHAJIBHBIX ~ CHMIITOMOB),  OCIIO)KHEHHSIX (KpOBOTEUEHHE);
IPOMEKYTOYHOI'O PUCKA C CEPJIEYHO — COCYAUCTBHIMU (DaKTOpaMM PUCKA, BCEM OOJIbHBIM
rpymimsl Beicokoro pucka (Ipunoxenune I'4, [punoxenue A3, Tabmuma 3) [28].
YpoBenb  yOeautenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KomMmenTapuu:

Lumopedykxmusnas mepanus He sa6isemcs 0oa3amenvHou 015 nayuenmos ¢ IT epynnvi
NpOMeNCYmoyHo2o0 pucka (eozpacm> 60 nem, no 6e3 mymayuu JAK2 u 6e3 ucmopuu
mpom603a), u NOOX0O K JIeYEeHUIO 8 MAKUX CAYYASX O0AHCEH ObIMb UHOUBUOYANbHBIM.

Tepanesmuueckuii  3¢hpexm  euopoxcuxapoamuoa™**  3axmouaemcs 6 CHUNCEHUU
mpomboyumo3sa (cnedyem ommemums, Ymo peKomeHoyemoe Yucio mpomooyumos He 0CHO8AHO
Ha  KOHMPOAUpPYemMblX  OAHHbIX),  NPOQUIAKMUKEe  MPOMOOMUYECKUX  OCIONHCHEHUU.
T'uopoxcukapboamud™* pexomenoyemcs Kax npenapam 6vl6opa 6 Kauecmee mepanuu nepeou

aunuu. Tuopoxcuxkapoamuo™* ne credyem ucnoavzosamvs npu OepemMeHHOCmuU UIU NpuU



NAAHUPOBAHUU bepemeHnnocmu. llo3uposka euopoxcuxapbamuoa™* noobupaemcs
UHOUBUOYATLHO.

Ipenapamovr UOHo** u #neeunuposannviic. UH®o** (#nocunmeppepon anvgha-2a,
#nseunmepgpepon anvgha-20** ), senarmesa npeonoumumenvHbiM NPENApPAMom Nepeotl TUHUU Y
MONO0bIX nayuenmos (monodxce 44 nem). E20 MOX*CHO npumeHams U y NAYUEHMO8 CMApuieco
803paAcma npu OMCymcmeul aymouMMYHHbIX 3a001e8aHULL, SNUTENCUU, OeNPECCUl.

Anaepenuo uneubupyem @yuxyuio mpomooyumos, nodaenss Gocghoouscmepasy muna 3
¢ nocneoyiouwum yeeauuenuem yposHs yAM®D, peopeanusayueli yumockenema, axmueayueil
@ubpunocena. Aunacpenud obradaem CcnocoOHOCMbIO GAUAMb HA @OYHKYUU MPOMOOYUMO8
(anmuacpecanmuvlii  3¢hghexm), HO youce npu HUSKUX 003AX Bbl3bléaem NaoeHue YpoeHs
mpomboyumos.  Ilpenapam credyem HazHauams MONLKO NOCAE  KAPOUOIOSUUECKO20
obcnedosanus. Y nayuenmosg ¢ umemMuieckol OO0Ne3HbI0 cepoya ieyeHue HAYUHAIOM MOJbKO
nocie OYeHKU NOoAb3bl U NOMEHYUAIbHO20 pucka. borvuwuncmeo nobounvix 3¢pgpexmos
ABNAIOMCL 00303A6UCUMBIMU, CIAOO BLIPAICEHbL U NPexooswu U He mpedyiom nposeoeHus
JleyebHbIX  Meponpusmuli 0 ux ycmpanenus. Haubonee uacmuvimu HedcenramenbHulMU
ABNEHUAMU  AGNAIOMCA  20108Hble OONU, MAXUKAPOUS, 3A0EPHCKA HCUOKOCMU, cepOeyHas
He0oCmamoyHocmy, apummuu. Yacmoma u 6bIpadceHHOCMb NOOOYHBIX PeaKyull CHUMCAemcs
npu npooomicenuu mepanuu. Y nayuenmog ¢ MII3 ¢ Hanuuuem cepOeuHo — cOCYOUCHbIX
3a0601e6aHUl  Mepanusi AHASPEeNUOOM CONPANCEHA C PUCKOM PA3GUMUS  HeNCeNaAmenbHbIX

ABNEHUL, MAK Kak npenapam o61adaem noioiCumenbHulM UHOMPONHbIM 3 Gexmom.

e PexoMenayercsi coueraHHas Tepanus  (TUAPOKCUKapOamua**  +  aHarpenuf,
runpokcukapoamu**+ UOHo**) ¢ nuauBH Iy adbHBIM 110100POM J03MPOBKH Ipernapara
B 3aBHCHMOCTH OT TIOKa3arened oOIIero aHajim3a KPOBH B KauyeCTBE TEPAllMM BTOPOM
JVHUM Yy TAIUEHTOB, €CIU MPU MOHOTEPANMU Pa3BUBAIOTCS NOOOYHbIE APPEKTHI, HE
TIO3BOJISIOIINE TIPUEM JI03BI TIpenapaTa, aJeKBaTHOM I KOHTPOJISL YPOBHS TPOMOOIIMTOB
[29].
YpoBenb  yOeaurtejlbHocTH  pexkoMengaumii C  (YpoBeHb  J0CTOBEPHOCTH

J10KA3aTeJILCTB — 5)

Kpurepun ouenku 3¢ dekTHBHOCTH U nIepeHocuMocTH Jeyenusi IT.

e PexoMeHayercsi TMPOBOJUTH OIEHKY KIMHHKO-TEMATOJIOTMYECKOTO OTBETa BCEM
nanuentam ¢ DT, momyyaronum Tepanuto [32].
YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)



KommenTapuu: Kpumepuu Kiunuxko-2emamono2udecko2o omeema npu jiedeHuu

OT npedcmasnenwvt 6 Ipunoscenuu 110.
e PexomeHayercsi TNpPOBOIUTH OILIEHKY MOJIEKYJISIPHOTO OTBeTa y mnanueHtoB c¢ OT,
NOJTyYaIOIUX TEPANUIO MPU HATMYMHU BO3MOYKHOCTH MOJIEKYJIIPHOTO MOHUTOPHUHTA [29].
YpoBeHb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

Kommenrapuu: Takmuxa éedenus nayuenmos 6 Hacmosuyee 8pems 3a6UCUm moabko om
KIUHUKO-2eMamONI02UYecKo20 omeema Ha mepanuto. Y dacmu nayueHmos modicem Oblmb
oocmuznym u MoneKkyaapusli omeem (npunodcenue I'9). Oonako npoeHocmuueckas 3Ha4uMoCms

MOJIEKYJIAAPHBIX OM6E6Eemo8 Heu36eCmHa.

e Pexkomenayercsi  BBIIOJHATH ~ TPEMAHOOMONCHIO M MATOJOr0-aHATOMHUYECKOE
UCCIIe[IOBaHUE OHOMCHUUHOTO (OMEpallMOHHOr0) MaTepuana KOCTHOTO Mo3ra ¢
IPUMEHEHNEM HMMYHOTMCTOXMMHYECKUX METOJOB MccienoBaHue nauueHtam ¢ OT B
cllydae penieHus: BOIpoca 0 HEOOXOIMMOCTH CMEHBI IIPOBOAUMOI Tepanuu, Npy OLEHKe
tpanchopmanuu B moct-OT MO [29].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Kommentapuu: B pamxax KAUHUYECKUX uccneoo8anuil uccneooganue
mpenanobuonmama KOCmHo20 Mo32a npogooumcsi 1 paz 6 200 015 OYeHKU usMeHeHus CmeneHu
@ubpo3za, npuzHakoe namomop@osa/Oucniasuu pasiudHblX pOCMKO8 Mueionodsd. B pymunnoii
KIUHUYECKOU Npakmuke mpenaLoouoncuio ciedyem 6bINOAHAMb NPU NOAGNEHUU NPUSHAKOG

npoepeccuposarus 3abonesanus.

e Pexkomenayercs pOBE/ICHHUE OLIEHKH PE3UCTEHTHOCTH/HENEPEHOCUMOCTH
runpokcukapoamuna** y mamuenton ¢ DT B coorBercTBum ¢ kputepusima ELN B 2009 T.
C LEJIbI0 CBOCBPEMEHHOW CMeHBbI Tepanuu [32].
YpoBenb  yOenutTenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KommenTapumn:

I Tpomboyumer >600 x10%1, nocae 3 mecsyes mepanuu 2udpokcuxapbamudom** >2000
me/0enb (2500 me/0env y nayuenmos b6onee 80 xke) UJITH

2 Tpomboyumer  >400x10%n,  netikoyumor  <2,5x10%1,  npu  moboiu  dose

euopoxcuxkapoamuoa™* UJIH



3 Tpomboyumvr  >400x10%, eemoznobun <100 2/1, npu aw0boii  Ooze
auopokcuxapoamuoa™* HJIH

4  A3evl  Ha  conewAx  uau  Opyeas  MOKCUYHOCMb,  ONOCPEOOBAHHASL
2uopoxcuxapbamuoom** npu noboti doze npenapama.

5 Jluxopaoka, evi36aHHasl npuemom cuopokcuxapoamuoa™*,

33 Jleyenue NMepBUYHOIO mueso¢udposa, NOCTHOJIUIIMTEMUYECKOrO,
MOCTTPOMOOIMTEMHYECKOT0 Mue10¢udpo3a

Henu mepanuu IIM®: xoumponv 6oresnu (npedynpesicoenue npozpeccuu, yseiuderue
obwetl sviocusaemocmu); ooneuenue cumnmomamuxu (leueHue anemuu u Opyeou yumonenuu,
VMeHbUleHUue CNleHOMe2anul, KOHMPOIb CUMNMOMO8 UHMOKCUKAYULU);, NpedynpedtcoeHue

OCNOMCHeHUlL 8 CLyuae bepemennocmu, xupypeuueckux onepayuii [29, 35].

e PexkomMenayercsi mpoBOIUTH BBIOOP METOAA JICUEHUS C YyUYETOM OTHECEHMs MallMEHTa B
TPYIIy PUCKa B COOTBETCTBHH C mporHoctrueckumu mkanamu (IPSS, DIPSS, DIPSS+)
(ITpunoxenune I'5, [punoxenue 16, Ilpunoxenue I['7); KOMOPOMAHOCTH; HAIMUUS
coBMecTUMBIX 1o cucteme HLA noHOpoB 1 Bo3MokHOCTH BhinosiHeHus aymuio-TI'CK [35,
36].

YpoBenb  yOenuTenbHOocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)

Kommenrapuu: Huskuii u npomescymounwtii-1 puck. Kax npasuno, smo nayuenmel ¢
HOPMANbHLIM UMW  HE3HAYUMENbHO  CHUNCEHHbIM  YDOBHEeM  2eMO2N0OUHA,  YMepeHHbIM
netikoyumosom 6e3 oOracmemuu, ¢ ymepeHHvIM uobpozom KocmHozo Mmo3sea. Ilpumenenue
az2peccuBHbIX Memo008 JleYeHuUs: Y MaKux nayueHmos COnpsHceHo ¢ 60TbUUM PUCKOM NOOOYHbBLX
apexmos, uem pucku npozpeccuposanus 3abonesanus. Ilpu omcymcemeuu cumMnmomos
UHMOKCUKAYUU U OCTIOHCHEHUL YACO ONpasoaHo moJibKo OuHamudeckoe HabnrooeHue.

Tepanuto cnedyem HauuHamv NpU  NOAGNEHUU  CUMNIMOMOB,  OCPAHUYUBAIOUSUX
HCUSHEOeSIMENIbHOCMb — NAYUeHma:  KOppeKyus — aHemMuu  3PUmponoda3CmumMyaupyrouumu
npenapamamy, — AHOPO2EHAMU,  KVNUPOBAHUE  CUMIMOMO8  ONYXONeGOlU  UHMOKCUKAYUU
2noKokopmukocmepouoamu. bvicmponpozpeccupyrowas cumnmomamuyeckas CnieHoMe2anus,
Hanuyue KOHCMUMYYUOHAIbHBIX CUMNMOMO8, HeaghhexkmusHocmo npPoBOOUMOlL
CUMNMOMAMU4EeCKOU mepanuu AeIAI0McsA NOKA3AHUAMU Ol NPOBEOeHUs. YUMOPeOYKMUBHOL

mepanuu. B xauecmee namoecenemuueckux cpedcme mozcym Obimb peK’OMeHOOSCleZ MH2M6Mm0pbl

JAK2.



Ilpu evibope maxmuxu neuenuss nayuenmos ¢ IlIM® epynnvt npomescymounsiii-1 puck
monodce 60 nem 6e3 bIpaANCEHHOU CONYMCMEYIoWel namoaiocuu 8 medeHue 00H020-08YX Jiem
om debroma 3a001e6aHus 00IHCHA ObIMb 00CYHCOeHa 8eposmHocmb nposedenus anno-TI CK.

Ilpomesccymounwuii-2 u evicokuit puck. Kax npasuno, smo nayuenmol ¢ KIUHUYECKU
SHAYUMOU anemuel, 8blCOKUM JeUKOYUMO30M CO CO8U20M 00 Oacmos, ¢ mpomooyumonenuetl,
BLIPAJICEHHBIM  PUOPO3OM KOCMHO20 MO032d, HEpPeoKOo CO XPOMOCOMHbIMU abeppayusmu,
OONOTHUMENbHLIMU ~ MOJIEKVIAPHLIMU — NOTOMKAMU. YV OauHOl Kamezopuu nayuenmos 6
Onudicatiuiue 200bl 8blCOKULL puck onacmuot mparcghopmayuu. IIpu 6v160pe maxmuxku jeyeHus
nayueHmos monoxce 65 jem 0e3 BblpANCEHHOU CONYMCMEYIouel namoiocuu 00JX*CHA OblMmb
obcyscoena 6o3modcHocmo nposedenus anno-TI'CK. [lpu nesosmodcHocmu npogedeHus: aio-
TTCK uasnauaemcsi yumopeoykKmugHas u cumnmomamudeckas mepanus. IIpeumywecmeenno
UCNONb3Yemcsl  JIeKapCMEeHHAs mepanusi ¢ 6blOOPOM Npenapamos 6 COOMEemcmeuu ¢
KAUHUYECKUMU NPOSAGIEHUAMU 3A00N1e8AHUA KAK C YeNblo VIYYULeHUS KAYecmed JHCUHU, MaK u

yeeiuuerHus ee I’lpO@OﬂDfCleeﬂbHOCmu.

Pexomenayercs nposenenue amio-TI'CK namuentam ¢ [IM® ¢ npomexxyTOUHBIM-2 WK
BoicokuM puckom 1o DIPSS (Ilpunoxenue I'S, Ilpunoxenmne I'6,) u DIPSS+
(ITpunoxenne  ['7), 0e3  Ccepbe3HBIX  CONYTCTBYIOIIMX  3a00jieBaHUM, ¢
yJIOBJIETBOPUTEIBHBIM COMaTUYECKUM CTAaTyCcOM (B MOCTENU MAI[MEHT IPOBOAUT MEHbIIE
50% BpeMeHH, MOXKET OCYIIECTBIISITh BECh YXOJ 3a CO0OH, HO HE MOXXET BBINOJHATH
HUKaKoW paboueil NesTenbHOCTH, He TpeOyeTcs JIeYeHUe B YCIOBUSAX CTAllMOHApa), MpH
Hanmnund HLA-u1eHTHYHOTO POACTBEHHO0 HIIH HEPOACTBEHHOTO AoHOopa [37, 38].

YpoBenb  yoOeauteqabHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH

0KA3aTeJILCTB — 5)

Kommenrapuu: nayuenmor ¢ IIM® cpynnvi npomedcymouno2o -2 u blCOK020 PUcKa, He
noayuasuiue mepanuro pyKCoIUMuHuOOM, 8 gozpacme 65 jem unu MonodHce uUMerom JYHuLyio
0bwyio evidcusaemocms npu nposedenuu anno-TI'CK; mozoa kax ona nayuenmos c¢ IIM®
2PYNNbl  HU3KO20  pUCKA — NPeOnoYmumenbHO  NpoedeHue  J1eKapCmeeHHOU  mepanuu.
Ipeumywecmeo om evinonnenus anno-TI'CK om uacmuuno coemecmumozo pooCcmeeHHO20 U
HEPOOCMBEHH020 O0OHOPA He ABNAemCcs NOOPOOHO UBVUEHHbIM BONPOCOM U  OOJHCHO
paccmampusamspcsi UHOUBUOYATILHO 8 3A8UCUMOCIIU OM KIUHUYECKOU CUMYayul, Ces3aHHOU C

nayuermom u omcymcecmeuem nojlHOCNnbio COBMECMUMO20 HILA-udenmuunozo ()OHOpCl.

L4 PEKOMeH)]yeTCﬂ HampasJIATb B LOCHTPHLI C ONBITOM IMPOBCACHUA TPAHCIUUIAHTALIMKU ITPU

I[IM® u npoBoguts HLA-Tunuposanue 0onpHbIX [IM® rpynmel nmpomexxyrouHoro -1



puck (IPSS, DIPSS, DIPSS+), KTO ABJISIETCS] MOTEHIIMAIBLHBIMU KaHIUAATaMH IS aJIjIo-
TI'CK (Ilpunoxenue I'S, [Tpunoxenue I'6, [punoxenue 1'7) [29].
YpoBenb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KoMmMeHTapum: nayuenmosl ¢ HU3KUM U NPOMENCYMOUHBIM=-]1 PUCKOM MAKICe S8NAMCSL
nomeHyuanvHuiMu kanouoamamu 0 auno-TI'CK u oondcubl npu nosigieHuu nepevix NPU3HaKos

npoecpeccuu 3abonesanus HanpaeisAmsvcs onsa peuterusl eonpoca 0 803MOHNCHOCMU npoee()eHuﬂ

amno-TI'CK.

o PexoMenayercsi MPOBEACHUE UUTOPEAYKTHBHOW TEparuu, TEpalud WHTHOUTOpaMU
JAK?2, a Takxke BO3MOKHO MPOBEJICHUE CIUICHIKTOMUM Tnepen npoBeaeHuem amno-TI'CK
y TMAalKeHTOB CO 3HAYUTEIHHOW CIUIGHOMETaIHeld C Mebl0 YIydlIeHus oOmel u
OeccoOBITHITHON BeDKMBaeMocTH [37, 39].
YpoBeHb  y0eauTeabHOCTH  pekoMeHaaumii B (ypoBeHb  10CTOBEpPHOCTH
JA0KA3aTeJbCTB — 3)
Kommenrapun: Brusnue cniensxmomuu Ha ucxoo anno-T1'CK 6 nacmosawuii momenm
He 8NOJHe SICHO U mpebyem OONOIHUMENbHO20 u3yuenus. Pyxcorumunuo™* paccmampusaemcs
Kak npenapam 6vloopa O/l NAyueHmos, KOomopwvle HYHCOArMmcs 8 ObiCMPOM COKpAueHUU

pasmepoes Cele3eHKU u/unu KynupoeaHuu Cumnmomos onnyﬂeeoﬁ UHmMoOKcukayuu neped auijio-

TTCK.

e PexoMenayercsi Ha3HaYCHHE IUTOCTATUYECKONM Tepanmuu BceM 00abHBIM [IM® rpymibl
IPOMEXYTOYHOTO - 2 ¥ BBICOKOTO pPHUCKAa C IEIbI0 CIACPKUBAaHUS Tpoiudepannu
OITyXOJIEBOTO KJIOHA, KOHTPOJSl MoKa3aTesneld KpoBH, MPOMUIAKTHKU OCIOKHEHUM [35,
36].

YpoBenb  yOenurTeqabHOCcTH  pekoMeHaamuii C  (ypoBeHb  JI0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

KomMeHTapuu: npeonoumumenvHulM sA61emcsi npueM 6 NOoO00OPAHHBIX C Yuyemom
UHOUBUOYATILHOU NEPEHOCUMOCU 003aX, NO3BONAIUUX KOHMPOIUPOBAMb NOKA3AMENU KPOBU.
Ilpenapamul npumensitomcs, Kak Npasuilo, 8 Kauecmee MOHOXUMUOMEPANUU 6 HUSKUX 003aX
(I'uopoxcuxapoamuo** 10-30 me/ke/cym; Mepkanmonypun** 1-2 me/xe/cym,; Lumapabun** 10-
20 me/m2/cym 10-14 oneii kascowiti mecsay, bycyrvgpan™** 0,5-4 me/cym 0o cymmapnoii 0o3zwr 200

Me.



e Pexomenayercss seueHue npenaparamu MUH®Do**  (pekomMOMHAHTHOrO  WJIH

NErMJIMPOBAHHOI0) KaK TE€paluy MepBOM JMHHUU y NMAaUMEHTOB Moiioxke 60 JieT B ciiydae,

ecii 3a00JIeBaHKe MpoTeKaeT 0e3 MacCcuBHOU cruteHomeranuu [40].

YpoBenb  yOenuTelbHOCTH  pexkoMeHgaumii B (ypoBenb  1ocToBepHOCTH
JA0KA3aTeJbCTB — 3)

Kommenrapun: Oggexmusnocme npenapama npu 3HAYUMENbHOU CHIEHOMe2alul
nuskas. Ilpu BK s¢gexmusnocmv mepanuu HHDa** ne odoxazana. Onmumanvras 003a
HUH®a** ne ycmawnosieHa, ¢ yuemom 4acmviXx NOOOUHBIX 3¢h¢hekmos u Heobxooumocmu
NOCMOAHHOU — Mepanuu  JjeyeHue NpoBoOUMcs: 8 MAKCUMAIbHO —NEPEeHOCUMbBIX — 003aX,
obecneyusaowux KOHMpoab nokazamenet Kposu. Jo3upoeka u pedcum 68e0eHUsl MaKdice
8blOUpaemcst UHOUBUOYATbHO ¢ yuemom neperocumocmu: 1,5-3man ME nooxosicHo, uepe3 Oenv,

ONIUMENbHO.

e PexoMeHnayercsi IpHUMEHEHHE SPUTPOMNOIZCTUMYIUPYIONIUX areHToB (JdapOsnosmum-
anbpa **, SN0IMUH-ANbHA *%, FINOIMUH-Oema #*) C UEIbI0 CTUMYJISILIUU 3PUTPOIIO33a IS
KyIHPOBAaHUSI aHEMUHU M YMEHBIICHUS IOTPEOHOCTH B TeMoTpancdy3usx [41].

YpoBenb  yoeauTeqbHOCTH pexkoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapuu: oOoree o¢gexmueno npumenenue  pumponod3cmumMyaupyouux
azeHmos npu ypoeue spumponosmura menee 125 ME/n, omcymcmeuu mpaHc@y3uoHHoU
3ABUCUMOCIMU U 8bIPANCEHHOU cnieHomezanuu. Hauanvrnot 0ozoii sensemces 10 000 eounuy mpu
pasa 8 Heodento, 0o3za yogaugaemcs 00 20000 edunuy uepes 1 mecay 6 ciayuasnx, Ko20a panHuul
omeem He nabnooaemcs. [lpu nedocmamounom omeeme 003a Modcem OblMb NOGbIULEHA 8 08d
pasa. I[lpu omcymcmeuu omeema neuenue ciedyem npekpamumo uepes 3-4 mecaya. Buecme c
mem, ¢ yuemom namozeneza 3a001e8anus 0owas 3¢phekmuenocms 66e0eHUsL IPUMPONOIMUHOB

cocmagusem okono 56% u onumcs 6 cpeoHem 0Ko10 2004.

e Pexomenayercsi Tepanus #maHazonoMm mamueHtam ¢ [IM® ¢ TpaHcdy3mnoHHO-
3aBUCHMOIT aHemuel [42].
YpoBenb  y0eauTeabHOCTH  pekoMenaaumii B (ypoBeHb  Jg0ocTOBepHOCTH

0KA3aTeJILCTB — 3)

Kommenrapuu: /layuenmam ¢ maccoii mena menee 80 ke nasnauaemcs #0amazon no
600 me edicedHnesno, 051 nayueHmos ¢ maccou mena 6onee 80 ke 0o3a npenapama cocmasisiem
800 me. Oyenxa s¢hghexma nposooumcs nocie 6 mecsayes mepanuu. [Ipu docmudicenuu omsema
npuem #0AHazona 00axceH Obimb npoooicen 6 0oze 400 me 6 denv 6 meuenue 6 mecsayes ¢

O0aNbHetUUUM CHUCEHUEM 003bl 00 MUHUMAILHOU, HE0OX00UMOU Ol NOOOEPAHCAHUSL OMEemd, HO



He menee 200 me 6 Oenv. Bcem nayuenmam, noayuarougum #0amasoi, OUOXUMUYECKUL AHANU3
KPOBU OONHCEH BLINOJIHAMbCA He pedice pasza 6 mecay, Y3IU neuenu kasxcovie 6 - 12 mecayes,
8CeM  MYACUUHAM OOJICEH NPOBOOUMbCSA KOHMPOTb NPOCMAMUYECKO20 CNeyu@duueckoeo
anmueena (IICA) xax 0o mauana neuenus, max u Ha NPOMANACEHUU BCE20 8PEMEHU Mepanuu.
Jleuenue #oanazonom u Opyeumu amopoceHamu o00blYHO Xopouio neperocumcs. Ilobounvie
appexmbl  AHOPO2EHO8:  3A0EPHCKA  HCUOKOCMU,  NOGblUleHUe  IUOU00,  cUpCymusm,
2eNnamomoKCUYHOCMb,  PUCK  passumus onyxonaeti nedenu. Ilpomugeonokazanuamu  0ns
HazHawenus aHopoceHos asisaomces nosviuenue yposus IICA u/unu Haruyue 6 anamuese paxa

npedcmameﬂbHOd dHCeNne3nbl.

e Pexomenaywrcsas wuHrHOuTOpHl JAK2 s TepanmuMu  TAalMEHTaM W3 TPy

IIPOMEXKYTOYHOT0-2 M BBICOKOTO PHCKA B KaueCTBE Mpernapara nepBoi JMHUU Teparui, a

TaK)KEe MaIMEHTaM, OTHECEHHBIM B TPYMIy HU3KOTO M MPOMEXKYTOYHOro-1 pucka, ¢

PE3MCTCHTHOCTBIO K Tepanmuud NepBod JmHUHM  (TUApPOKCHKapOamun**, npyrue

nurocratuku, UOHa**) (Ilpunoxenune I'5, Tlpunoxkenune I'6, Tlpumoxkenune I'7) [30,

43,44].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauuiik B (ypoBeHb  [10cTOBEpHOCTH
J0KA3aTeJbCTB — 3)

KomMmeHnTapum:

Ilepopanvnuviii uneuoumop JAKI / 2, pykconumunu6™™> - nepsvim 3apecucmpuposanHulil
mapeemuwiil npenapam. B uccreoosanuu COMFORT-I 309 nayuenmog 6viiu panoomMu3uposansl
aub0 8 epynny pyKcoaumunuo™*, nubo @ epynny niayebo. Ymeuvuienue obvema cene3eHKu >
35% mnabnooanoce y 41,9%, nonyuaswiux pykcorumunu6™*, no cpaeuenuio ¢ 0,7% 6 epynne
naayebo. B uccneoosanuu COMFORT-II npogoounocy cpaenenue pykcorumunuba™* c
Haunyywel oocmynHou mepanuei y 219 nayuenmos, paHoomMusupo8aHubix 6 COOMHOWEHUU 2:
1. Ilepsuunas xoneunas mouka (ymeHvulenue pasmepa cenezeHku >35% k 48 neodene) Ovina
ommeuena y 28,5% nayuenmos, nonyuasuiux pyKcoaumunud™>, no cpasnenuro ¢ 0% 6 epynne
Haunyuwed oocmynnou mepanuu. Oyenka cumnmomos, onocpedogannvix IIM®D coenacho
onpocnuxky EORTC-QLQ-C30, noxazana ynyuwienue 6 OMHOWEHUU KOHCMUMYYUOHATbHBIX
CUMNMOMO8 OM UCXOOH020 YposHSA K 8- Hedene u 48-u Hedene, umo yKasvléaem Ha
3HaYUmMenbHoe YIydueHue Kaiecmea HCUsHu.

Knunuuecxoe uccneoosanue JUMP npedcmasnsiem cobotl ucciedo8anue pacuiupeHHo2o
BKNIOYANL meX, KMo Obll KIACCUPUYUPOBAH KAK NPOMENCYMOUHblU puck-1. Omo ucciedosanue
makaice noomeepouslo 8bl800bl 0 HE30NACHOCMU U I pexmusHocmu npenapama Ha OCHOBAHUU

ananusza oannvix 1144 nayuenmos c IIM®D.



B kaunuuecxux uccneoosanusx COMFORT-1 u COMFORT-II noxazano npeumywecmso
npenapama 6 OMHOWEHUU COKPAW|eHUS pPA3MEPO8 CeNe3eHKU, KYNUPOBAHUA CUMNIMOMOS
ONYXonesol UHMOKCUKAYUU U 3HAYumenvHoe ysenudeHue evlocusaemocmu 0OoabHvix [IMD.
Ipeumywecmseo 6 omHowenuu obujell GvlocusaeMocmu 6 2pynne OONbHbIX HA Mepanuu
PYKCOMUMUHUOOM™ ™ HaOII00aN0Ch He3a8UCUMO OM UCXOOHO20 COCMOSIHUSL, YPOBHS 2eM0O2100UHA,
mpancgysuonnou 3asucumocmu. OOHAKO He BbIAGIEHO CYUeCBEHHbIX OMIAUYUL NPU OYeHKe

PUCKA pazeumusl 6mMopudHo20 ocmpoco Jeuxosda.

Hauanvnas 0oza npenapama 3asucum om xoauvecmea mpomooyumos (Ilpunoscenue A3,
mabnuya 4). B nepsvie 4 Hedenu mepanuu 003uposky He ciedyem meHsams. Koppexyus 0o3bi
npenapama npo8oOUMcsi HA OCHOBAHUU 0Oe30nacHOCmU U dPgekmusnocmu nposooOUMO20
nevenus. Jleuenue nayuenmog c¢ [IM® OonxcHo Oblmb NPUOCMIAHOBIEHO NPU  BbLAGIEHUU
Konuuecmea mpomboyumos menee 50x10%/1 u nosenenuu 2emoppazuuecko2o cunopoMa uu npu
cHudcenuy abcontomuozo uucaa Hetimpopunos menee 0,5x10%n. Ilocre éoccmanosnenus yucia
mpomooyumos u Heumpogpuios mepanus modxcem OvimMv 80300H0BNEHA 8 003e no 5 me 2 paza 8
oens (Ilpunosicenue A3, mabnuya 5). Pexomenoosano nposedenue Koppekyuu 003vl npenapama

npu ymenvuenuu yucia mpomboyumos menee 125x10° /n (Ilpunoacenue A3, mabruya 6).

Tepanus  pyxcorumuHubom™™  QondcHa  NpoOONCAMbCsi  NOKA — COXPAHAEMCA
mepanesmuveckuti d¢ggexm. B cayuae ommenvl npenapama  pazeueaemcs CUHOpOM
«YUMOKUHOBOL OMOAUUY, BLIPAICAIOWULC 8 OLICIPOM B036pAME CUMNIMOMOE UHMOKCUKAYUU,
8NI0Mb 00 CUCMEMHOU BOCNATUMENbHOU peakyuu u cnieHomezaiuu. B ceasu ¢ smum
mpebyemcsi NOCMENneHHas: OMMEHA NpPenapamad, HA3ZHAYeHue 2IOKOKOPMUKOCMEPOUOHBIX

2OPMOHOB 8 HU3KUX 003ax.

e Pexomenayercs xupypruyeckoe jedenue (C3D), KOppeKiusi MPOsBICHUM MOPTaIbHOMN
TUIEPTEH3UN) MAlMeHTaM C MPOTPECCUPYIOIIUM YBEIHMUYEHUEM DPa3MEpPOB CEIE3EHKHU C
[ENbI0 KYMHPOBAHUS KOMIIPECCHOHHOTO CHUHApOMa (a0IOMUHAIBHBIN aUCKOMQOPT,
MOCTOSTHHOE YYBCTBO TSDKECTH, O0OJIb, TPHU3HAKK KHIIEYHON HEMPOXOJAUMOCTH),
WHTOKCHKAIIUH, TSDKENBIX THUINEPKaTa0OINYEeCKUX CHUMIOTOMOB (KaxeKcus, TIIyOokas
aHemusi, pepakTepHbIil TeMoIN3, TPOMOOIIUTOIIEHHUS, PE3UCTEHTHYIO K TPAJAUIIMOHHBIM
METOJaM  Tepamuu, oOmupHble WHGAPKTBI CENe3eHKH C  yrpo30i  pasphiBa,
BHETICUCHOYHAS TOPTAJIbHAS THUIEPTEH3US] C YIPO30M pPa3BUTHUS KPOBOTCUYCHHS U3
XKeJyIKa u muineBosa) [45, 46].

YpoBenb  yOenuTelbHOCTH  pekoMeHgauuiik B (ypoBenb  J10cTOBepHOCTH

0KA3aTEJbCTB — 3)



KommenTapuu: B npedonepayuonnom nepuode HeoOX00UMA OYEHKA CepOeyHO-
COCYOUCMbLX, NEYEHOUHBIX, NOYEYHBLIX, MemaboOIUdecKux U 2eMOCMAMU4ecKux pUcKos.
Jlanapockonuueckas cnienskmomus He pexomenoyemcs npu IIM® uz-3a evicokoeo pucka
kposomeuenuu. Ilocre nposedenuss CO y 3% nayuenmog pazeuearomcs OCIOHCHEHUS,
nocieonepayuoHnas cmepmuocms cocmasasiem 9%. Baosxno ommemums, umo 3HavumenvHuil
nocieonepayuoHHslll. mpomoboyumos Habmooaemcs npumepro y 20% nayuenmog u gedem K
yeenuyeHuro pucka mpombosa. HmennHo no >mou npuuuHe HeoOXO0UMA HOPMATUZAYUS
Konuwecmea mpomooyumos 0o u nocie CO. B nocmcnieHIKMoMuyeckom nepuooe O0NHCHA
npoBooUMbCs.  YumopeOyKmugeHas — mepanusi  euopoxcuxkapoamuoom™**, 6  cuyuae
pesucmenmHocmu K 2uo0pokcukapbamudy** — mepanus #aadpubunom (no 5 me/m? 2-x uacoeas
unghyzus Ne5, kypc nosmopumo uepes 28 omeil). B nocneonepayuonnom nepuode 6 meuenue
Hedenu yenecooopazern mujamenvhvlli. MOHUMOPUHZ YPOGH MPOMOOYUMO8 U KOA2YI02PAMMbL,
makoice 6 medeHue Mecaya ¢ Yeablo NPOPUIAKMUKU HAZHAYAIOMCA 2enapuH HAMpul uiu
Henpsamvle aHmuxoazynaumsl (eappapun™**). Yepes neoenro u 1 mecay nocie C3 yenrecoobpasno
svinonnenue Y3HU onsa uckmouenus mpom60306 ab0omunanvhvix eeH. OmoaienHvle 0CI0MHCHEHUs.
CO, makue Kak ecenamome2anus, JaeUKOYumo3, OIACMHAS MPAHCHOPMAYUS, ABNAOMCA
credcmeuem ecmecmeeHHo2o npozpeccuposanus 6onesuu. bnacmuas mpancgopmayus nocie
npogeodenus CO nposensemca y 10-15% nayuenmos ¢ IIM®. I[locneonee obcmosamensbcmeo
CBA3AHO C OMOOPOM NAYUEHMO8, a4 He UCUHHBIM USMEHeHUeM 8 Ouoio2uu 6one3Hu, NOCKOIbKY
Hem HUKAKUX OCHOBAHUL NONa2amv, 4mo Ouono2usi OONe3HU, CEA3AHHAA C NAMON02UYECKOU
nponugepayuel K1OHAIbLHLIX CMBOIOBLIX KIeMOK, npemepnesaem uzmenenus 6 pesyiomame CO.
Ilayuenmam ¢ nopmanvHoll 2cunepmensuelti U BAPUKOZHLIM PACUIUPEHUEM BeH He0OX0OUMO
npoB8oOUMb UCCIEO008AHUSL KPOBOOOPAUEeHUs 8 NOPMATbHOU cucmeme 6 ounamuxe. Ilockonbky
NOpMANbHAsL 2Unepmensusl, dcCOYUUPOBAHHASA CO CNIEeHOMe2anuel, 8 NOCMCHIIeHIKMOMULECKOM
nepuooe paspewiaemcs, 6 omiauyue om Ciyyaes 6MOPUYHOU SHYMPUNEUEHOYHOU 0OCMPYKYUU,

Komopble mpe5yrom CUCMEMHO20 NOpMAJIbHO2O WYHMUPOBAHUA

e Pexomenayercsa yueBas Tepanus y mnamueHToB ¢ [IM® B ciaydyae MacCUBHOM
CHMITOMATHYECKOH CILIEHOMETranut, ¢ YpOBHEM TpoMOonuToB >50x10%1, mms KoTophix
XUPYPrUYECKOE BMEIIATEIbCTBO IPOTHBOIIOKA3aHO, C LENbI0 KOHTPOJIS O4YaroB
9KCTpaMeIyJIJIIPHOTO KPOBETBOPEHUS, KOTOPHIE MOTYT BO3HHKAaThb IPHU JUIMTEIBHOM
T€YeHUHU 3a00JIeBaHUS, B TIEUEHU U CeJIE3€HKE, B II03BOHOYHHUKE C Ppa3BUTUEM
KOMIIPECCUU CIMHHOTO Mo3ra, JuMmdoy3iax, IUIEBpe € pa3BUTHEM T'HJIPOTOpAKCa,
OpIOIIMHE C Pa3BUTHUEM acllUTa, KOXKE U IPyrux opraHax [47].

YpoBeHb  yOenuTelbHOCTH  pekoMeHaaumii B (ypoBeHb  J10CTOBepHOCTH

JI0Ka3aTeJIbCTB — 3)



KommenTapuu: s¢pgpexmusnvim ssnsemcs, Kak npaguio, npumernerue mauivix 003 (0,1-
0,5 I'p, pazoenennvix na 5-10 ceancos). Hcnonvsosarnue nyyesoli mepanuu Ha 061ACMb neyeHu u
cene3eHKU umeem KpamkogpemenHuvlll (3-6 mecayes) s¢hghexm u conpsaxfceHo ¢ puckom
ycyeyonenus — YumoneHutl U, 6  OCHOBHOM,  NPOBOOUMCS — NAYUEHMAM,  UMEIOWUM

npomusonokazanus Kk CO.

e Pexomenayercsi BceM mamuweHtam ¢ [IM® c¢ anemueil B ciydae nedummra xeieza
Ha3HAuCHHE MEPOPaIbHBIX IpenapaToB xeiesa [29, 35].
YpoBenb  y0eauTeqabHOCTH pexkoMeHgamuii C  (ypoBeHb  J10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KomMmeHnTapumu: 003UposKa npenapamog  yCmaHasnu8aencsl 8  pamkax
3apeaucmpupo8annbix nokasanuii. Konmpons xiunuveckozo ananuza Kposu u obmeHa dxcenesa
npu jleyeHuu yenecooopasHo npogooums edxcemecsiuno. Kpumepuem sgppexmusnocmu nevenus
ABNAEMCA NOBbLULEHUE VPOBHA 2eMO2100uHa 00 Hopmbl uiu 6oree uem na 15-20 2/n om
UCXOOHO020 YPOBHs 68 meyeHue mecaya aedenus. Ilocne nopmanuzayuu yposHs 2emo2nobuna o0
B0CNOJIHEHUsI 3aNACO8 Jicelle3d 8 Op2aHusMe npueM e20 Hnpenapamos yenecoodpasHo
npoododicams 8 meuenue mpex mecayes. B oanvneiiwem nepuoouvecku 1 pas 6 3-6 mecayes

HeobX00uMo nposooums KOHMpPOIb HOKazamelel peppocmamyca.

e Pexkomenayercs mapeHTepaibHOE BBEIEHUE LIMaHOKOOamamMMHa™* B ciyuyae neduiura
BuTamuna B12 y narnuentos ¢ [IM® u anemueii [29].
YpoBenb  yOenuTenbHOocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)
Kommenrtapuu: 7o 100-200 mxe/cym uepe3 OeHb, BHYMPUMBIULEYHO.

e Pexkomennyercsa namuentam QonueBas Kucinora*™ mpu QonreBoaehUIIUTHON aHEMHH.
[29].
YpoBenb  yOenuTenbHOocTH  pexkoMeHaauumii C  (ypoBeHb  10CTOBEPHOCTH
J0KA3aTeJbCTB — D)

Kommenrapuu: opuenmupogounas 0oza cocmasnsiem 1 - 3 me 6 cymxu 20 — 30 Onet.

e PexoMeHayeTcsl MAlMCHTaM MEPEIMBAHUE YPUTPOLUTCOACPIKALIMX CPEI TPH HATHIUU
aHeMHuYecKoro cuuapoma [35].
YpoBenb  yOemuteqbHOCTH  pekoMenmamuii C  (YpoBeHb  JIOCTOBEPHOCTH

JI0Ka3aTeJIbCTB — 5)



KomMMeHTapum: neomuodcHocme u oOvem mpanc@ysuu onpeoeisem —cmeneHsb
He0oCmAamoyHOCmu Kpo8ooOpaweHus, a He YposeHb 2emMo2lobuHa. Beedenue spumpoyumos
NPOBOOUMCSL NPU HATUYUU BbIPANCEHHBIX KIUHUYECKUX NPUSHAKO8 AHeMUU, OPUESHMUPOBOYHO NPU
CHUdCeHUU 2emoenodbuna kpoeu 0o 70-90 e/n. Ilpu oedhuyummnvix anemusx (dHrcenrezodepuyumnas,
B12 Oepuyummas) egedenue spumpoyumos NOKA3aHo mMoabKo Npu aHeMuu maxceiol cmenenu, y
OonbHbLIX ¢ msdicenol conymcemsylowell namoaoueti. Llenesoil yposenv cemocnoduna npu
npoBedeHUul 2eMOKOMNOHEHMHOU mepanuu 0o0adxcen ovimb eviwe 70 2/n, a npu Haruduu

cepoeuno-cocyoucmotl namonozuu oonee 90 2/x.

e Pexomenayercsi manueHTaM Teparnwus npernaparom aedepasupokc** mocie TpaHcdy3uu
npubm3uTenbHo 20 equani (okosno 100 MiI/Kr) spUTpoIMTApHON B3BECH U OoJee, WIH
NpYA HaJIMYUM KIMHUYECKUX JaHHBIX, CBHJICTEIBCTBYIONIMX O PAa3BUTHU XPOHHYECKOH
neperpy3Ku Keyne3oM (HampuMmep, Ipu KOHIEHTpaluu (GeppuTHHA B CHIBOPOTKE Ooiiee
1000 mkr/im), BO3MOskHO ripoBeaenne MPT neuenn B T2 pexxume [48].

YpoBenb  y0eauTeqbHOCTH  pexkomengamuii C  (ypoBeHb  JI0CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

KomMmenTapuu: orumenvroe ucnoavzosanue mpauncgysuii 6 mepanuu I[IM® 6 ceazu ¢
OMCYmMCmeuem 6 OpeaHu3Me aKMUBHbIX MEXAHUMOB GblBeOeHUsl Jicene3d U OCPAHUYEHHOU
BO3MONCHOCMU €20 OeNOHUPOBAHUs 8 NedeHu, npu Koauvecmee mpancdysuil 6onree 20-25 003
npueooum K pazeumuro 8MOPUUHO2O 2emocudeposa, Xapaxkmepusyrouezocs
UHMEPCMUYUATIbHLIM ~ HAKONIEHUeM Jcelesa 6 opeanax u mxanax. Hauboree uacmule
KIUHUYECKUe —NPOSGNIEHUsL  2eMOCUOepO3d  CB3aHbl  C  NOPAdCeHueM cepoyd, Nnedeu,
no0JICeNyO0UHOU Jicenesvl, cemyamku 2nasza. Pexomenoyemas mauanvnas cymounas 0o3a
Odepepazupoxca™** cocmaensem 20 me/ke maccel mena. s nayueHmos, NOIYVHAIOWUX
mpauc@ysuu spumpoyumapHou maccel donee 14 mi/xe/mecsay (npubnuzumenvro 6onee 4-x
COUHUY KPOBU 8 MeCsiY OISl 83POCIbIX), C YENbl0 YMEHbUIEHUs KOTUYECMBA Jicelle3d 8 OP2aHUu3Me,
Modxcem Oblmb  PACCMOMPEHO NPUMEHEHUe HAYANbHOU cymouHot 003vl 30 me/ke. /s
nayueHmos, NOIYHaArwWux meunee 7 Mi/Ke/Mecsiy 3pumpoyumapHol Maccol (MpubIu3umenbHo
MeHee 2-X eOuHuy Kpoeu 8 Mmecay O 63POCIbIX), C UYeablo NOO00ePHCAHUS HOPMALbHOU
KOHYEeHmpayuu dcese3a 8 opeanuzme Moxcem Ovlmb pPACCMOMPEHO NPUMEHEHUE HAYATbHOU
cymounou 003wl 10 me/ke. Koppexyuio 003v1 dehepasuporca™®* credyem nposooums kasicovle 3-
6 mecsyes, OCHOBbIBAACL HA USMEHEHUSAX KOHYEHMpayuu @Qeppumunda 6 Cbl8OPOmKe KpPOGU.
Koppexyuto 003wl cnedyem nposooums «wazamuy, «uiazy cocmagngem 5-10 me/xe. Ynpasnenue
KOPPEKMUpYIowux usMeHeHutl 003bl ONnpedensiemcs UHOUBUOYANbHOU IPHEKMUBHOCTbIO

JledeHusl u mepanesmudecKumu 3a0avamu (noddepofcanue uiu ymeHvuernue COO€p9fCClHUﬂ



arcenesa). Ilpu neagpghexmusnocmu npenapama 6 0oze 30 me/ ke (Konyenmpayus heppumuna
CbIBOPOMKU cOXpansemcs Ha yposHe > 2500 mke/ 1), 003y credyem ygenuuums 00 40 me/ke. He
peKomeHdyemcs npumeHnenue 003wl bonee 40 me/ke, NOCKOIbKY ONbim NPUMEHEHUS NPpenapama 8
bonee @vlcokux 003ax oepanuyen. llayuenmam npu O0OCMUNCEHUU YeNe8OU KOHYEHMPAayuu
Geppumuna coieopomku (06v1uno om 500 mxe/n 0o 1000 mke/n) Heobdxooumo npedycmompens
nocmenennoe (¢ «wazomy 5-10 me/ke) cuudicenue 003bl npenapama ONsl MO20, UMOObL
obecneyums noodoepoicanue KOHYeHmpayuu eppumunHa 8 cbl8opomke Kposu 8 dMom Yeieeom
ouanazone. Ecnu xowyewmpayus peppumuna 6 cvigopomie cyujecmeenno Huodice 500 mxe/n,

cedyem paccmompems 60NPOC 0 NPePbleaHuu jeuerus oeghepazupokcom **,

e PexoMeHnayercsi TalHMEeHTaM T[EepelMBaHWE TPOMOOKOHIIEHTpAaTa TMpPU  ypPOBHE
TpomGoruTos Huke 10x10%1 uam TpoMOOLUTONEHHS ¢ Pa3sBUTUEM IeMOPPArHuecKoro
cunapoma [29, 35].

YpoBenb  yOenurTeqabHOCcTH  pekoMeHaamuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

KomMmenTapuu: npu nanuuuu nogviuenno2o nompedareHus mpomboyumos (ghebpunvnas
JUXOpAOKa, UHGeKYuY, Harudue 2eMoppacuieckoz0 CUHOPOMA) Ul 8MOPULHOU KOA2YI0Namuu
U3-3a HapywieHus QYHKYuu neveHu HeoodXooumMo nooo0epICUsams yposeHsb mpomooyumos ooee
20x10°%n. Ipu wmanuuuu npusnaxos [JBC-cundpoma uiu Kpoeomeuenuu yenesoli ypo6eHbs

mpomboyumMos, noOOePIHCUBAEMBbILL C NOMOWbIO Mpancysuti donxcer beimob 6onee 50x10%.

e PexkomeHnayercs npuMEHEHUE TIIFOKOKOPTUKOMAOB U UMMYHOMOJYJISITOPOB, @ TAKKE MX
KOMOMHAIMU Jig  Tepanuu TanueHtoB ¢ [IM® ¢ BbIpaKEHHBIMH CHUMITOMAMH
MHTOKCUKAIIMW, YTO y 3HAYUTEIbHOW YAaCTH MAlMEHTOB MPUBOJUT K YMEHBIIECHUIO
HapYIICHUH CEKPEIMU [IUTOKUHOB M yIIydIleHH o o0iero cocrosuus [49, 50].

YpoBeHb  yOeAUTEJbHOCTH  peKoMeHAauUMiH A  (YpOBeHb  [I0CTOBEPHOCTH

0KAa3aTeJbCTB — 1)

Kommenrapuu: 10 me/cym #renanuoomuda™* (5 me/cym, eciu ucxoomoe Koauwecmeo
mpomboyumos <100x10 %n) 6 onu ¢ 1 no 21 28-0nesrnozo yukia 6 medenue wecmu YuKios 6
couemanuu ¢ npeoHu3010HomM** 30 me/cym. nepopanvHo 6 meuenue yuxia 1, 15 me/cym 6

meueHue yukia 2 u 15 me/cym uepes oenv 6 meyenue yuxia 3.

e PexomeHayercsi UCIONB30BAaHWE  TPAaHYJIOMHUTAPHOTO  KOJOHHECTHMYJIHPYIOLIETO
¢dakTopa (puarpactum)** 5 MKI/KI/CyT, a TakKe HWMMYHOIJIOOyJIMHA 4YeloBeKa
HOpManbHOTO** B no3ax 0,2-0,5 r/kr 3-5 gHelt m mpoBeneHue miasmadepesa C 1ebio

ACBUHTOKCHUKALIUKU W YIYUHICHUA YYBCTBUTCIBHOCTU K JICKAPCTBCHHBLIM IIpCliaparaM



nanueHTaM ¢ [IM® npu WHPEKIMOHHBIX OCIOKHEHHSIX, BO3HHKIIMX Ha (oHe
HeliTponiennu |V cT, B ciaydasx Korja MoOJib3a HAa3HAYEHUs MPENapaToB MPEBHIIIAET
NOTEHIMATBHBINA PUCK HEXeaTeabHbIX sABacHui [29, 35].

YpoBenb  yoOeautenbHocTH  pekoMenganuii C  (YypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KomMmenTapuu: neiikonenus u HeumponeHus, A61A0WUECS UHO20A NPOAGIEHUAMU
3a601€8aHUs,  0OYCIOBIUBAIOM — NOGbIUUEHUE — YACMOMbl  B03HUKHOBCHUS  UHGDEKYUOHHBIX
ocnodichenuil y nayuenmos ¢ I[IM®. Onpedenennviii 6K1a0 6 pazsumue UMMYHOOepuyuma
BHOCUM U YUMOKUHOBBLU OUCOANAHC, ABTAIOWUNCT OOHUM U3 KIIOUeBblX 36€Hbe8 NamozeHe3d.
Jlexapcmeennvie npenapamsi, npumenaowuecs o aevenus [IM®, maxawce mocym ycy2yoname
Hetimponenuio. Mngexyuonnvie npoyeccuol y nayuenmos ¢ I[IM® wacmo npomexarom amunuyHo,
MaxK Kak NoGvlUeHUe MeMnepamypel, 6 mMom uucie u edpurbHoe, MOdXdcem AIAMbCA U

CUMNIMOMOM onnyﬂeeod UHMOKCcUKayuu.

e PexoMeHayeTcsi IpOBEACHNE TEPANIUU, HAIIPABIEHHON Ha MPOPUIAKTUKY KPOBOTEUEHUI

narnueHToB ¢ [IM® ¢ tpombonuTonenueii [29].

YpoBenb  yOenutenbHocTH — pekomeHaaumii C  (YypoBeHb  10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KomMmenTapum: nasnauenue npenapamog ackopounogou kuciomul **, smamzurama™*,
UcKouenue paxkmopos pucka — HOpMAIU3AYUs 6EHO3ZHO20 0ABeHUs (YMeHbUleHIe NOPMATbHOLL
2unepmensuu ¢ NOMOWbIO Oema-aopeHobIoKamopos, Ol0KaAmopo8 Kalbyueeblx KaHalos,
COCYOUCMO020  WYHMUPOBAHUS), NPOPUIAKMUKA  NOPANCEHUs.  CIUBUCMBIX  (VBIAdICHEeHUe
CUBUCTNOU HOCA, CEKPemONUMUKY 01 NPOQUIAKMUKYU A36000pA308aAHUS, MECMHAS MePanusl

2eMOPPOUOATILHBIX 8EHO3HBIX V3/108).

e PexoMenayeTcsi Tepanus aJuIONypUHOIOM™** Mpu yBETUUEHUN YPOBHS MOUYEBOM
KUCIIOTHI Y TTanueHToB ¢ [IM® st Hopmanu3auu oOMeHa MOYeBOW KUCTOTHI [29].
YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)

KomMeHTapuu: npedynpeoums nposigienue CUMNMOMO8 2Unepypukemuu MoxHcem
A0eK8amHas CKOPOCMU JUBUCA ONYXOAU 2UOPaAmayus ¢ HA3HAYeHUuem 2UOpPOKaApOOHAMMHbIX
MUHEPATILHBIX 800 OJisl NPEOYNPEHCOeHUS BbINAOEHUSL 8 OCAOOK KPUCTANIO8 MOYeBOU KUCTIOMbL 8
noukax u Hazmadenue annonypurona®*. Jlozuposxa annonypunona** 100 me/cym ¢ xoppexyueti

003bl 8 3A6UCUMOCHIU OM YPOG6H: MOYeB80U KUCTONbl Cbl6OPOMKU KPOBU.



e Pexkomenayercss Ha3HAYeHUE HECTEPOUIHBIX MPOTUBOBOCHAIUTEIBHBIX  CPEACTB
NepopaTbHO U MECTHO Ha 00JacTh CycTaBa B BUJE Masel U rejieil y manueHtoB ¢ [IM®
IpY Pa3BUTHH MOAarpudeckoit araku [29].
YpoBenb  yOenurTenbHocTH — pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — D)
Kpurtepun onenkn 3pGpeKTHBHOCTH M IEPEHOCHUMOCTH JieYeHnsl Mueso¢puodposa,

NOCTIOJTHIHTEMHUYECKOT0, MOCTTPOMOOIMTEMHYIECKOT0 MIeI0(huOpo3a

e Pexkomenayercssi TpPOBOAUTH OIEHKY KJIMHUKO-TEMATOJOTHUYECKOTO OTBETAa BCEM
narerTam ¢ [IM®, mony4armuM Tepanuio ¢ 1enblo OIeHKH 3()()EKTUBHOCTH JIEUCHUS
[51].

YpoBens  yo0eautenbHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KOMMeHTapI/II/I: Knunuxo-eemamonocuyeckuii omeem oyerueaemcs no HAJAUYUIO ujiu
omcymcmeur) CUMNMmMomo6 UHMOKCUKayuu, cnjiaeHomezaiuu, noxkasamejsiiM Kpoeu u mooacem
Obimb  NOJHLIM  ULU Yacmu4HbiM, a maKoce c8UOEMENbCMBO8AMb O npoecpeccuposaruu
3abonesanus. Kpumepuu onpe()eﬂenuﬂ KIUHUKO-cemamoJjiocuvecKkoco omeemada I’lpu8€d€l—lbl 6

IHpunoocenuu I'11.

3.4 Tepanus 6aactHoi ¢pazsr MII3

Ilpu Hanuuuu 6 cemocpamme unu muenozpamme o6onee 20% kiemok c¢ 6aacmmuou
mopgonoeueii ouacnocmupyemcsa oracmuwiti kpuz [52]. BK MII3 sasnsemca mepmunanvHoll
cmaoueti 3abonesanus. Cpoku om momenma Oebroma 3abonesanus 00 pazsumus BK moeym
CYWEeCMBEHHO pAa3Iudamvbcs om 00H020-08YX 00 Oecamkog jem. Taxkas paswuya 8 cpoKax
passumus BK mooicem 6vimb 00ycnoenena HemMOYHOCMbIO YCMAHOBNEHUS CPOKO8 HAuand
bonesnu. B cnyuae IIM® onpedenenuylo nomowjp 8 NPOSHOUPOBAHUU MeyeHUsi 00e3HU
oxazvieaem cucmema cmpamuguxayuu DIPSS+ (Ilpunosicenue I'7).

Taxmuxa eedenusi nayuenmos ¢ bBK MII3 ¢ nacmoswee epems ne paszpabomana. Bcem
nayueHmam, oocmuwium pedykyuu oaacmo3sa, 6 eo3pacme 0o 60 niem u npu omcymcmeuu
MAICENbIX CONYMCMBYIOWUX 3a001e6anutl, nokaszano evinoanenue amnto - TICK. Oownaxo
3auacmylo mepanus HOCUM RNALIUAMUHbll xapakmep. Taxkmuxa mepanuu Onacmuou ¢gaszvl
MII3 onpedensiemcs 603pacmom nayueHmos u COnymcmaeyowetl namoaozuel. Y nayuenmos c
COXPDAHHBLIM — 00WECOMAamuyecKkumM Cmamycom Modxcem Oblmb HPeONpuUHAmMAa NONbIMKA
npogedeHUss Kypcoeou XUMUOMEPanuu no CcXemam JedeHusi OCMmpbIX Jetiko308, KOMopas

npuHOCUmM 8peMenHblll Ihghexm y HebOoNbUOT Yacmu NAYUeHMOos.



e PexoMeHayerTcsi OKWIBIM MallMEHTaM C HAJMYHEM CYLIECTBEHHOW KOMOPOWIHOCTU U
ocnoxkHeHussMH MII3  (BTOpHUHBIA OCTpPBIN JIEHWKO3, OJIACTHBIA KpU3) MPOBEACHUE
CAEp)KUBAIOIICH NAJJTMATUBHOW MOHOXMMHOTEpAIMM M Ha3HAYeHUE MalbIX 03
TJIFOKOKOPTUKOMIOB TSl TOPMOYKEHHUS POCTa OMYXOJIU M KYITUPOBaHUS OCIOXKHEHUH [52].
YpoBeHb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH

0Ka3aTeJbCTB — 5)

Kommenrapuu: /lannvie meponpusmus HanpaeieHvl Ha MOPMOANCEHUE POCMA ONYXOaU U
KYNUpoBaHue OCI0NCHeHUU  (nepeiueanue 2eMOKOMNOHEHMO8, JledeHue UHGEeKYUOHHbIX

OCJIOJCHEHU U }’Zp), C YeJIblo YayduerHusl Kavecmed JdiCUSHU nayuernmoe.

o  [uopokcuxapoamuo**1000-2000 me/cymru, nepopansbHo.

o Mepxanmonypun**50-100 me/cymku, nepopanvHho.

o  [Jumapabun™*20 me 2 pasza/oenw, n/k, 1-14 onu, uepesz 30-45 ouetl.
o Azayumuoun** 75 me/m? no 7 oueil kasicovie 28 oueii.

o  Xumuomepanus no npoepavmme «7+3».

Ilpoepamma «7+3»:

o [Jumapabun®* 100 me/m2 6/8 2 paza 6 Oenv, 1-1-1i0enb

o Jlaynopyouyun** 45 me/m2 6/6 1 pasz 6 oemn, 1-3-1i0ensb uiu

o Jlaynopyouyun®* 60 me/m2 6/8 1 paz 6 oenw, 1 -3-1id0ensb unu

o  Mumoxkcanmpon™* 10 me/m2 6/6 1 pas 6 denv,1-3-1idens unu

o Uoapyouyun™* 12 me/m2 6/6 1 paz 6 denv,1-3-ti0ens

Crenyer y4ecTb, UTO Y MalMEHTa MOTYT ObITh HECTAHJAAPTHBIC MPOSIBIICHUS OOJIC3HH, a

TaK)Ke€ COYETaHWE KOHKPETHOH OOJIE3HH C JPYrUMH MATOJOTHSIMH, YTO MOMKET TUKTOBATh
JevalnieMy Bpauy HM3MEHCHHS B QJTOPUTME BBIOOpA ONTHMAIbHON TAKTUKHA JHATHOCTHKU |

JICUCHUS.

Huerotepanus u crienuduyeckue 00e3001MBaHNE HE TTPUMEHSIETCS.

4. MeauuuHCKasi peaduIuTalusl, MeTUIIHHCKHAE MOKA3aHUS U

NMPOTUBOINOKA3aAHUA K IPUMECHCHUIO METOA0B peaﬁn.m/lTauI/m
Ocnosnvle Hanpaejlenus pea6uﬂumauuu: MeOUKAMEHMO3HASL mepanusd, onmumusayus

Qusuueckol akmusHocmu, cooOn0eHue ouemvl;, NPedynpPelcoeHue Cmpeccosvlx CUmyayull u

nepeymomienus; 60pbba c 8peOHbIMU NPUBLIYKAMU,; PAOOMA C NCUXOTO2OM.

e PexoMeHnayerTcsi IpOBeJICHUE pEeaOUIUTALIMOHHBIX MEPONPUATUI JJIs BCEX NAL[UEHTOB C

Ph-ueratuBabpiMu MIT3 mist BoccTanoBeHus: opranusma [53].



YpoBenb  yoeauTenbHocTH — pekoMenaanmuii C  (ypoBeHb  10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

Kommenrapuu: Ocnosoti peabunumayuu saeisiemcs Gopmuposanue npasuibHO20
0b6pasa JHCU3HU NAyuenmos, a makdce ouemomepanus, gapmaxomepanus, gusuomepanus u
aoekeamuas usuyeckas akmueHocmo. /lanHvle Meponpusmus NPUMEHAIOMC 8 KOMNIeKce, a

ux xapaxmep noooupaemcs UHOUBUOYAIbHO OISl KAAHCO020 NAYUEHMA B0 8CEX CLYYASIX.

e Pexkomenayercsa Bcem namueHtam ¢ MII3 Hapsay ¢ MeOuKaMeHTO3HOWM Tepanuend u
(U3MUECKON aKTUBW3AIMEW MPOBOJUTH HEMEIUKAMEHTO3HYI) M MEINKAMEHTO3HYIO
TICUXOKOPPEKIIUI0 B CBSA3M C PAa3IUYHBIMH ICUXOJIOTUYECKUMHU HAPYIICHUSIMU:
TPEBOKHOCTHIO, BHYTPEHHEH HAIPSHKCHHOCTHIO, Pa3IpaKUTEIBHOCTBIO, CKIIOHHOCTBIO K
yxoy B 00J1€3Hb, 00MIIHEM Kat00 Ha obmiee cocrostaue [53].

YpoBenb  y0eauTeqbHOCTH  pexkomengamuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: [lcuxonocuueckas peabunumayusi 6Kmiodaem pazvichumensvhvie beceobl
¢ yenvio opmuposanus y nayueHma u €20 poOCMEEeHHUKO8 A0EK8AMHbIX NPeOCmAasieHUll O
bonesnu u nymsax usOasieHus oOm Hee U ee NOCIeOCMmBUll, O HeoOX0OUMocmu
coomsemcmayloue2o 0opasa HCusHu, m. e. pexcuma mpyod, omowvixa U NUmaHusl, HeKOmopuvLx
npussluex Kaxk ¢axkmopos pucka ociodichenuti MI13. Ilcuxonoeuueckas peaburumayus ne meHee
BAJICHA, YeM MeOUKAMEHMO3HAS, MAK KAK Yy NAYUEeHMO8 4ACmO OMMeyamcs Cmpax cmepmii,

CHUJICEeHUe HacmpoOeHusl, mpeeoeca, HapyuleHue CHA.

5. IIpodpunakTuka u JUCIaHCEPHOE HADJIIOIeHH e, MEeIULINHCKHUE
MOKA3aHUS U MPOTHBONOKA3AHNUS K IPUMEHEHUIO METO10B

NpopUIaAKTHKH
Tax kax mouHble smuoniocudecKue NnpU4UHbl MII3 ne U38€CMHbL, HE cyulecmeyent KAKoco-

JUOO U3BECMHO20 CROCOOA HAOEHCHOU NPOPUIAKMUKU.
Hayuenmor ¢ MII3 wuyscoaromess 68 NOCMOAHHOM OUHAMUYECKOM HAOTIOOEHUU Y
eemamonoea 8 meuenue 6cetl xcuznu. Yacmoma nabnooenus sapovupyemcs om 1 — 0o 3-4 pas 6

200.

5.1 IlpodunakTuka M [JUCIIaHCEpHOe HabJloJeHWe IallMEHTOB C

WCTUHHOM MOJIMIIUTEMUEN

e Pexomenayercs IpOBOJUTH PEryJIAPHBIM KOHTPOJIb KIMHHYECKOIO CTaTyca ¢ OLEHKOU

CUMIITOMOB OIyXO0JIeBOM HMHTOKcHKanuu 1o omnpocHuky MIIH10, mnaGoparopHslii



KOHTPOJIb, HHCTPyMEHTalIbHOE 00cienoBanue Beex manuentos ¢ UIT (Ipunoxenune I'12)
[29].
YpoBenb  yoeauTeqabHOCTH pexkoMengamuii C  (ypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

5.2 IlpopunakTuka U JUCHAHCEPHOE HAOJIOJeHUE MAIUEHTOB € ICCEHIHATbHOMI
TpoMOouMTEMMU el
e PexkomeHnayercss IpOBOJUThH PErYJIAPHBIA KOHTPOJIb KIMHUYECKOIO CTaTyca C OLEHKOU
CUMIITOMOB OIIYXOJIeBOM HWHTOKcHKanuu 1o onpocHuky MIIH10, naGoparopHsiii
KOHTpOJIb, HHCTPYMEHTaIbHOE 00cenoBanue Beex namueHToB ¢ DT (Ipunoxenune I'12)
[29].
YpoBenb  yOenurTeqabHOCcTH  pekoMeHaamuiik C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJILCTB — 5)

5.3 IlpodpunakTuka W JHCHAHCEPHOe HAOJIOICHHE NALUEHTOB € IepPBHYHBIM
Muen0(pudpozom
e Pexomenayercs IpOBOJUTH PEryJIAPHBIA KOHTPOJIb KIMHUYECKOIO CTaTyca ¢ OLEHKOU
CUMIITOMOB ONYyXOJEBOM WHTOKCUKAIuu 10 onpocHuky MPN-10, maGoparopHbIiii
KOHTPOJIb, MHCTPYMEHTalIbHOE obOcienoBanue Bcex namnueHtoB ¢ [IM® (IIpunoxenue
I'12) [29].
YpoBenb  yOeauTenbHocTH  pexkoMeHaanuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — D)

6. Opranuszanusi OKa3aHusi MeTUIMUHCKON MOMOIIHU
Bonvwuncmeso nayuenmos ¢ MI13 moecym nonyuams neuenue amoOyiamopHo, OHU He

HYJCOarOmes 8 cocnumanuzayuu  Oaa - 00c1e008aHus,  YMOYHeHUus  OudzsHo3a U

KOHCEp8AmuHOL mepanuu 8 1e4eOHbIX 003aX.

IMoxa3anusa AJ15 NJIAHOBOM TOCIIMTAJIH3AINAN

e (OOcnenoBaHue MAIMEHTOB C BBICOKUM PHCKOM T€MOPPAruyecKUX OCIOXKHEHUH MpH
MPOBECHUH UHBA3UBHBIX MAHUITYJISILIUN;

e [lon0op MHIMBHIYATHHOUW TO3UPOBKH TAPTETHBIX JICKAPCTBEHHBIX MPETApaTOB;

e AHEMHUYECKUN CHUHJIPOM IPH TSKEIOU aHEMHH C LIENbI0 T€MO3aMECTUTENLHON Teparuy,

e Xupyprudeckoe sedenue MII3 (cruieHAKTOMUS, TMOPTOKABaJIbHOE IIYHTHPOBAHME,
JUTUPOBAHHUE BAPUKO3HO-PACIIUPEHHBIX BEH MHUIIEBO/A);

e  OcnoxHeHHs OT IPOBOJAUMOM Tepamnuu;

e Koppekuus Tepanuu 0pyu pa3BUTHU OCIIOKHEHUN 3a00sieBaHUs (KPOBOTEUEHHE, TPOMOO3,



CEPO3HT);

e Hanuuwne oTAromarmux cOCTOSHNE NAIlMeHTa COMyTCTBYIOMINX 3a00JIeBaHMUIA;

e Koppekuus npoBogumoii Tepanuu (Mog00p JO3UPOBKU KaK CTaHAAPTHBIX MPENapaTos,
TaK U TAPreTHBIX MPEMapaToB), CMEHa MPOBOJUMOT0 MEIUKAMEHTO3HOTO JICUCHHUS;

e [loaroroska u nposenenue amio - TT'CK.

IMoka3anus AJs IKCTPEHHOM IrOCIIMTAIU3AIUN:

e UHdapkr cene3eHku;

e AHEMHUYECKUH CUHIIPOM, HEYyTOUHEHHBIN;

e [‘emonuTHueckas aHeMus (F€MOJUTUYECKUN KpU3);

e ['emopparnueckuii cuagpowm Il1-1V crenenu;

e I'myGokas tpomGommronenus He Oonee 20x10%m Tpu HamMuuu BHIPAKEHHOTO
reMOpparui4eckoro CHHAPOMa B aHAMHE3E;

e  Octpslit TPOMOO3;

e bacTHBIN KpU3.

Iloka3anus K BbINHMCKe NALHEHTA U3 CTALIMOHApA:

e VYCTaHOBJICHHE IMAarHO3a MPU OTCYTCTBUHU MOKA3aHUH K TEparuu,

e OrmpezaeneHa cxema JICUCHHUS;

e KynupoBanue ociio)XHEHUN 3a00€BaHUSI.

7. JonmosHuTebHast nHpopManus (B TOM yucjae GaxkTopbl, BJAUSAIOIINE
Ha MCXO0/ 32a00/1eBAHUSI MJIA COCTOSTHHS)

JleueOHbIe MOAX0AbI NPH XMPYPIrUYECKUX BMEIIATEIbCTBAX

Y mnauuentoB ¢ MII3 BblcOkMIl pUCK Kak TPOMOOTHYECKHUX OCIOXKHEHHH, TaKk H
KpPOBOTEUYEHHS BO BpeMs Xupypruueckux omepauuit. Ilepen mmaHoBO#l — omeparueit
1enecoo0pa3Ho Ha3HaueHUE IUTOPEAYKTUBHBIX MpPENapaTroB JUisi HOpMAIM3AlUKU Yncia KIETOK
nepudeprudeckoil KpoBu. Y Bcex marueHToB ¢ MII3 npu mpoBeeHUH TJIAHOBBIX OIEPATHBHBIX
BMEIIATEIbCTB HEOO0XOAMMAa OTMEHAa aHTHArperaHTOB M LUTOPEAYKTHUBHBIX IpENapaToB B
COOTBETCTBHUH C (PAPMAKOKHUHETHKOM.

B cmywae pa3BUTHS MOCTCIUIEHOKTOMHYECKOTO TpPOMOOIMTO3a PEKOMEHJOBAHO
Ha3Ha4Y€HHE  UUTOPEAYKTUBHBIX  IMPEMapaTroB, UYTO  JIOCTOBEPHO  COKpAaIlaeT  YHUCIO
MOCTONEPALMOHHBIX ocnoxHeHui. [locine omepanum oO0sf3aTenbHBIM SIBISETCS IMPOBEIECHUE
npouIakTUK TPOMOOOOPa30BaHUS C €KETHEBHBIM KOHTPOJIEM YpPOBHS TPOMOOIUTOB. J[ist
Bcex marueHToB ¢ MII3 B mocrmeonepanimoHHOM TIEPHOJIE PEKOMEHIYETCsl MPO(HIaKTHIECKOES

BBEJICHHE HHU3KOMOJIEKYJIIPHBIX TernapuHoB. C ydeToM TOro, 4To NpH TpoMOomuTose Oosee



BBICOK pHUCK Kak TpPOMOOTHYECKHMX, TaK U TEeMOPparMyeckux OCJIOKHEHUH mpHUeM
AQHTHArPeTaHTOB M IIUTOPEIyKTUBHON Tepamuu BO30OHOBISIETCS KaK MOXKHO ObICTpee mpH

YCTOMYHUBOM I'€MOCTa3€ M IMOCJIEC 3aKUBJICHUS ONEpPallMOHHbBIX paH [13, 29, 45, 46].

Tpomoboremopparnyeckue ocJ10KHeHUs U UX JiedeHHe y nanuenTo MII3
Tpom603b1, TpoMOOAIMOONMMH ¥ KPOBOTEUEHUS SBISIOTCA HanOojee TUIUYHBIMU

ocnoxxaeHussMu MI13. TpomOoTHUeCKHE OCTIOKHEHUS:

® UHCYJIBT / TPAaH3UTOPHBIE UIIIEMUYECKUE ATAKHU;
® OKKJIIO3UM apTEPHH WIM BEH CETYATKHU;
e HapylIEHUS NPOXOAUMOCTH KOPOHAPHBIX apTEpHUii;
e TpoM003MOO0IHS JETOYHON apTepuH;
e TpoMOO03 MEYEHOUYHOM NN BOPOTHOH BEHBI,
® TpoMOO3 IITyOOKHX BEH;
® DPUTPOMEANTHUS.
@daxTophl pucKa (CBA3aHHBIE C MAIlMEHTOM): Bo3pacT >60 JieT; MOBbIIIEHHAas Macca
TeNla; CepAEYHO-COCYIUCThble (aKTOpbl pHUCKa (KypeHHe, apTepualibHas TUIEpTEH3us,
THIIEPXOJICCTEPHHEMHUS ); HATTMUue TpoMOopmimnyecknx (HakTopoB pucka (Myraruu Jleinex B

reHe ¢akropa V, B TeHE MPOTPOMOMHA, aHTU(HOCHOIUITUAHBIC aHTUTEIA).

Hanuume omHoro umm 6ojee cocyaucThix (akTOpOB pUCKa (KypeHHUE, apTepuaibHas
TUIEPTEH3Us, THUIEPXOJIECTEPUHEMUS, CaXapHbIi  aAMabeT)  yBEIMYMBAET  YacTOTY
apTepuaabHbIX TpoM0030B. Hanbosee 3HaUMMBbIM (pakTOPOM, OCOOCHHO Yy JKEHIIUH, OKa3aJICs

¢axrop Kypenus [13].

Nmerotes Takxke ¢akTopsl pucka, Oonee crneuuduunsie s MII3: TpomOo3sl B
aHaMHe3e, u9uca0 TpombormToB 1500x10%7m, OuoxuMuyeckue U (YHKIHMOHANBHEIE
HapyIIeHUs] TPOMOOIIMTOB, OBBIIICHNE KOJMUYECTBA JICWKOIIMTOB U WX aKTHBALMS, HATUYHE

JAK2V617F nnu npyroro Mapkepa KJIOHAJIBHOCTH.

[Ipodunaktuka TpomMO00Opa30BaHMUS C MOMOLIbIO HA3HAUYEHUS AHTUArPEraHTOB —

MpenapaToB aleTUIICATHITUIOBOM KUCIOTHI** TToKa3aHa BceM maruenTam ¢ MI13 [13].

KpoBoTreuenus: ObIBatOT mpH JIF0OOM ypOBHE TPOMOOIIMTOB, HO OCOOCHHO YacTO - MPHU
TpoMOoIHUTO3e (KommuecTBo TpomGoruTos >1500-2000x10%m). Ilpuem HIIBII, B mepsyio
ouepeqb AaleTUJICATUIUIOBOM KHCIOTBI**, MOBBIIMIAET PUCK KpoBoTeueHUil. [IpmoOpereHHbIi
cuapom ¢oH Bunnebpanna - Hewactoe ocnoxHenue MII3. XapakTepHbl BbIpakeHHBIN

TPOMOOLIMTO3, HOPMAJIbHOE WM YIJIMHEHHOE BpeMsi KPOBOTEUEHMS, HOPMAJIbHBI YPOBEHb



antureHoB (aktopa VIII m dakropa ¢on BumneOpanga mnpu CHUIKEHHOHW PHUCTOICTHH-
KO(aKTOPHON aKTUBHOCTH, CHW)XCHHE CIIOCOOHOCTH TPOMOOIIMTOB K CBS3BIBAHUIO C
KoareHoM. Kpome Toro, B KpOBHM YMEHBINACTCS KOJIMYECTBO BBICOKOMOJIEKYISIPHBIX
onmuroMepoB (akropa ¢on BunneOpanaa BIIIOTH JO HMCYE3HOBEHHS, YTO MOXKHO OIIMOOYHO
npuHATh 3a Il Tun 6onesnun ¢pon BunmnedOpanna. [epuiut BICOKOMOJIEKYIISPHBIX OJIUTOMEPOB
¢dakropa pon Bunebpanna - ocHOBHasi IpUYHMHA KPOBOTOUHUBOCTH, IIPUYEM YEM BBIIIE YPOBEHb
TPOMOOIIUTOB, TEM MEHBIIIE B KPOBH BBICOKOMOJICKYJISIPHBIX OJHUTOMEPOB M TEM BBIIIE PHCK
KPOBOTEUECHUI.

[Ipenmonaraercs, 9YTO Ha3HAUYCHWE TEPANMM W CHWKCHHUS YPOBHS TPOMOOITUTOB,
YMEHBILIAIOT PUCKU pa3BuTus TpomOo30B mpu MII3. [IpuBnekaTensHOl NEpCreKTUBON IS
YMEHBILIEHUSI pPUCKAa TPOMOO30B SBISETCS HCIOJIb30BaHME MHIHOuTOopoB JAK2, B uyacTHOCTH
pykconutuauOa**. B nByx mpoBeneHHbIX kiuHuueckux wuccnepaoBanusax (COMFORT-I u
COMFORT-II) pykconuTHHHO** 3HAYMMO CHIDKAJI YPOBHH JICHKOLUTOB M TPOMOOIMTOB, C
OJHOBPEMEHHBIM YMEPEHHBIM CHIDKCHHEM allieabHOU Harpy3ku JAK2V617F [44, 54].

Bropuunas mnpodunaktuka (mocie yKe CIyYHBIIErocs TpoM0o03a) CBOIUTCS K
HOpMaJIM3alMy MOoKa3aTeaeil KpoBU, IoKa3aTeslell CUCTeMbl CBEPTHIBAHUS KPOBU U HA3HAYCHUIO
M0 TOKA3aHUSIM aHTUKOATYJISHTHOW TEparuy MPSMBIMA U HEMIPSMBIMH aHTUKOATYJISTHTAMU TO]T

KOHTPOJIEM CBEPTHIBAIOIIEH CHCTEMBI.

MuenonposudepaTuBHblie 3a001eBaHus U 0epeMEHHOCTh

Bepemennsie nanuenTku ¢ MII3 nomkHb! HaOIIOJATHCS U TPOXOAUTH POJIOPA3PEIICHUE B
LIEHTPaxX C OMBITOM BEICHUSI OEPEMEHHOCTH Y MAIMEHTOB C 3a00JIEBAHUSIMU CUCTEMBI KPOBH B
TECHOM COTPYAHHMYECTBE aKyIIEpOB-TUHEKOJOraMH C remMaTojoramMu. TepameBTHYECKHE
noaxo el ipu MII3 1 GepeMeHHOCTH 3aBHCST OT CTaTyca OOJIE3HH MAIMEHTOK U aKyIIEPCKOTO
aHamHe3a. Eciam mpucyTcTByeT 1000l M3 HUKENEpeYHCIEHHBIX (haKTOpOB, OEpeMEHHOCTh

HWMEET BBICOKHUM PUCK OCIOKHEHUN Y MaTepH U y IJI0AA:

® [IPEIIECTBYIOUINI BEHO3HBIN WM apTepHaIbHbBIN TpoMOO3 y MaTepH;

® [IPEIIIECTBYIOLINE KPOBOTEUSHMSI 1O MPUUMHE OCHOBHOTO 3aboneBanus (MII3);

® OCIOXHEHMSI MpeAulecTByIomEell OepeMEHHOCTH, KOTOpble MOTJM OBITh BBI3BAHBI
OCHOBHBIM 3200JI€BaHHEM;

® KpPOBOTEUYEHHS JI0 U NOCIIE POJIOB;

e  TsDKeElas NPEdKIIaMIICHs;

® YJAMONATHYECKOE HEBbIHAIIMBAHUE OEPEMEHHOCTH B IIEPBOM TpUMeCTpe (=3);

e 3a/epKKa pocTa IUI0AA;

® BHYTPUYTPOOHAsi CMEPTh WJIM MEPTBOPOKACHUE (IIPU OTCYTCTBUU APYTOi MPUYNHBI);



®  OTCIO¥KA TIALIEHTHL
e rumeprpomboruTos 6omee 1000 x 10%/1.

Anroputm o0cie1oBaHUS BO BpeMsi 0epeMEHHOCTH MPeyCMaTpPUBAECT:

e MHAMHYECKUI KOHTPOJb MoKa3aTelel nepudeprudeckoil KpOBU € UCCIEOBAHUEM YKCa
TPOMOOIIMTOB, WX (YHKIHOHAIGHOW AaKTHBHOCTH, COCTOSHHS IIJIa3MEHHOTO 3BEHA
reMocra3a, a TakKe MHCCIeI0OBaHUEe COJEP)KaHMUS MapKepoB BHYTPUCOCYIUCTOTO
CBEPTHIBAHUS KaX/Ible 2 HENIENH,

e uckimoueHue  aHTuochomMMUIHOTO  CHUHApPOMA  (BONYAHOYHBIA  KOAryJsHT,
AQHTUKAPJMOIUIIMHOBbIE AHTHUTENA), a TaKkKe MHCCIEOBaHUE MYyTaluii TI'eHOB,
COTIPSIKEHHBIX C HACIEICTBEHHOU TpoMOo(uiinel, ypoBHsS TOMOLIMCTENHA (€Clii TaHHbIE
UCCIIeI0BaHUs He ObUIHA MPOBEJACHBI 0 OEPEMEHHOCTH);

e V3U mnaneHTsl ¥ MI10/1a ABYKPATHO B KAXKJIOM TPUMECTPE;

e JIONIUIEPOMETPHUS C UCCIeI0BaHUEM (DETOIIalEHTAPHOIO U MAaTOYHO-ILJIALlEHTapHOTO U
KPOBOTOKA B Cpe/IHEI MO3rOBOM apTepuu 1ioja ¢ 22-i Heslenu, Kaxaple 4 HeJlenu;

e kapauorokorpadus mioaa ¢ 33 venenu (B 33, 36, 38 Henensb).

B newenun mnaumentok ¢ MII3 Bo Bpemss OepeMEHHOCTH OTMeYaeTcs TaKTHKa,
HarpaBJieHHas Ha MPOQUIAKTUKY COCYIUCTBIX OCIOXHEHHUH M O0pnOy ¢ Tpombormtozom. B
HacTosillee BpeMsi NPUMEHEHHE He TNPOHMKAIOIMX 4Yepe3 IUIAleHTy M He 00JaJaroIux
TEpaTOTeHHBIM 3((EKTOM JIEKapCTBEHHBIX CPEICTB IMO3BOJWIO 3HAYUTENBHO YIYUIIUTh
KayecTBO JKM3HM, MIPOTHO3 M MCXOJ JaHHBIX 3a00J€BaHUM, a TakXke CIIO0COOCTBOBAIO
COXpaHEHHIO OEPEMEHHOCTH ¥ CHUKEHUIO YaCTOTHI OCTIOKHEHUHN Y TAIIHEHTOK.

TepaneBtuueckue Bo3moxxHocTy ipu MII3 Bo BpeMst 6epeMEHHOCTH BKIIHOYAIOT:

® NpOoPHIAKTUYECKOE aHTUTPOMOOTHUYECKOE JeueHue (aHTHArperanrsl,
AHTUKOATYJISHTHYIO TEPaIUIO);

e kposomyckanus npu UII;

® [UTOPEAYKTHUBHYIO TEPAMUIO;

® KOpPPEKIMIO JIe(UIMTHBIX COCTOSHUHM (Tpermaparhl >Kejie3a W BUTAaMHMHBI Tpynnsl B
(mupugoKCHH**, 1IHaHOKOOATaMHH**, (hosTneBast KUCI0Ta*™).

YpoBeHb reMaTOKpUTa HEOOXOIUMO TMOJJICPKUBATh B HOPMAJBbHBIX Mpejaesax,
COOTBETCTBYIOIIUX OepeMeHHOCTH. [loBBIIEHHBIH 00BEM IIa3Mbl YacTO MPUBOAUT K
YMEHBIICHUIO TeMaTOKpUTa U TPOMOOLIUTOB, BO BTOPOM TPUMECTPE, YHUCIO KOTOPBIX
BHOBb IOBBIIIAETCSI B IMOCJIEPOJOBOM MEPHUOE, CO3/1aBasi MOBBIIIEHUN PHUCK Pa3BUTHUS
TpOoMOO30B B IEpPBbIEC LIECTh HEAETb MOCHE POJOB. TECHbII MOHUTOPHUHI YHCIIA KIETOK

nepudepruvueckol KpoBU BaXX€H B OTOT Mepuoa. B cimydae mpuema MalueHTKOM



HUTOPEAYKTUBHBIX  CPEICTB, IS  MCKIIOYEHHS  TEepaToreHHbIX  3(PQexToB,
TUAPOKCUKApOaMUA** WM aHarpenua OJDKHBI ObITh TOCTENEHHO OTMEHEHBI 3a 3
MecsIa J0 3a4aTus, TO ke MpUeMsieMo u Ui OoTHOoB. [Ipr HEOOX0UMOCTH TTPOIOTKUTH

TEpanuio BO3MOXXHO Ha3HaueHne MOHa**.

OcHoBHoOM mperapaT i gedeHuss MII3 Bo Bpemss GepeMEHHOCTH, ACHCTBHE KOTOPOTO
HampaBJICHO Ha CHIDKCHHE 4Yucia TpoMOomuToB, - 310 M®Ho**, Ge3zomacHbii BO Bpems

oepeMeHHOCTH. AnropuT™ HazHaueHuss UDHa** coctout B cinemyromeM:

e 1pu TpomOoIuTO3€e Oosee 600x10°% 1 NdHo, BBOmuTCs B 103¢ 3 mud ME B 1eHb (wm
4yepe3 JIeHb), MO3BOJSIIONICH TOACPKUBATh YHCIO TPOMOOIMTOB Ha ypoBHe 200-—
300x10%;

e mnpu TtpombGouurose Oomee 400x10%m, BBemennme M®Ho mpomomkaercss, ecid 3TO
JeyeHue TPOBOAMIIOCH eme A0 OepeMEeHHOCTH W/MIU  CYIIECTBYET BBICOKHIA
TPOMOOT'€HHBIN PUCK.

[IpuMeHneHnre aneTWICATMIMIOBONH KHCIOTHI** B HU3KHX J103aX 0€30MacHo U
HeoOxoaumo ipu 6epemeHHoCcTH. COorTacHo pa3padoTaHHOMY AITOPUTMY, Bee KeHIIuHbI ¢ MIT3
BO BpeMsi OEpEMEHHOCTH JTOJDKHBI IMOTy4YaTh alleTHIICATUITMIOBYIO KUCIOTY** B mo3ze 50-100 mr
B CYTKH B Te4YeHHE Bceil OepemeHHocTH. [Ipy TutaHupoBaHMM OEPEMEHHOCTH HY)KHO Hadarh
MpUEM aleTUIICATAIIMIIOBON KUCIOTHI™ * 110 3a4aTws A1 00JIETYeHHS TIOJTHOIEHHOHN ITUPKYJISIITUN
KpPOBH B IUIALIEHTE U MPUEM BUTAMHHOB I'pyMIbl B.

Ecnm y marepu wiM mioja €cTh PUCK OclokHeHui, npuMeHnenne HMI' mokazano B
TE€YeHHE Bcel OEpeMEHHOCTH M B TEYEHHE IIECTH HENeNb mocie ponoB. lIpodunakTudeckue
no3sl HMI' pu macce tena O0epemeHHbIx 50-90 Kr AOMKHBI COCTABIISITh: HAAPOMAapUH KaJbIUs
0,3 ma 1 pa3 B cyTku, sHOKcanapuH Hatpus** 40 mr (0,4mi) 1 pa3 B CyTKM) WK AaiTeNapuH
Hatpus mo 5000 ME 2 paza B cytku. [Ipu macce 6epeMenHbIX MeHee 50 Kr 10361 yMEHBIIAIOTCS
B JIBa pasa, Mpu macce Tena Oonee 90 Kr MCMONB3YIOTCS ABOWHBIE 03Bl COOTBETCTBEHHO. B
Cily4dae pa3BUTHUSI TPOMOO30B UCIHONB3YIOT JeueOHbie 10361 HMI', koTophie B /1Ba paza OobIie
npodunaktuyeckux. I[lomMuMo 3TOro, mMoka3aHWsIMH [Js TPOBEICHUS aHTHKOATYJSHTHOM
Tepanuu (B COYETAaHMH C LHUTOPEAYKTHBHONW M AaHTHArpEeraHTHOM Tepamuei) SBISIOTCS:
TUIEPKOAryJIsIus, He XapakTepHas [UIsi ONpPENeJCHHOrO CpoKa OepeMEHHOCTH, MPU3HAKU
aKTUBAllMd BHYTPHCOCYIUCTOTO CBEPTHIBAaHUS KPOBH, a TAKKE HAIWYHE JOTOJHUTEIBHBIX
(hakTOpOB TPOMOO(UITMHU BEICOKOTO PHUCKa.

Ilepen pomopaspemeHuemM Bcem OepemeHHBIM ¢ MII3 mpoBoauTcss mpoduiIakTHKa

TpOM6OFeMOppal"I/ILICCKI/IX OC.]'IO)KHCHH?I, BKJIIOYAromas:



e [puEM MpEenaparoB aleTUICATUIUIOBON KUCIOTHI™* MpeKkpalaercs 3a 2 Helenu
JI0 poAOpa3pelieHusi B CBSA3M C BBICOKMUM PHUCKOM T€MaToOM »SIUIypPaTbHOTO
MPOCTPAHCTBA;

® HONICHHE MEIUIIMHCKOTO KOMIIPECCHOHHOTO OCIbs TP POAOPA3PEIICHIH;

® PpEruoHapHYIO aHAIbIe3HIo (B POAAX MO >KETaHMIO SKEHIIMHBI) WIIA aHEeCTEe3UI0 (BO
BpeMsi KecapeBa CEUeHHUsI), KOTOphIE MPOBOAATCS HE paHee yeM uepe3 12 4 mocie
nocienHeir mpodrraktudeckoir 1o3e1 HMIT u He panee yem depes 24 4 mocie
rociieaHel JeueOnou go3er HMI;

e [IpU IUIAHOBOM KecapeBoM ceueHuu BBenaeHrne HMI' B mpodumakTrueckux 1o3ax
npekpamaercs 3a 24 4 10 U BO30OHOBJISETCS Yepe3 3 U IMOCie ero OKOHYaHUSs
(unu yepes 4 4 mocse yAaaeHus SMUTypaTbHOTO KaTeTepa).

TakTuka BeaCHUS MOCIICPOJOBOIO IEPHOAA 3AKIHOYACTCA B CIICAYIOIICM.

® HOIICHHE METUIIMTHCKOTO KOMIIPECCUOHHOTO Oelbsi B T€UEHHE 6 HeJleNb TI0CIIe POJIOB;

e Bce nanueHTku ¢ MII3 ¢ HOpMalbHBIM U TIOBBIIIICHHBIM YPOBHEM TPOMOOIIUTOB JOKHBI
MOJTy4YaTh alleTHIICATAIIAIOBYIO KHCIOTY B 03¢ 50-100 mr/cyT;

e BBegenue HMOHo** mpomomkaercs, ecinu 3TO J€YEeHHE MPOBOAMUIOCH BO BpeMms
OepeMEeHHOCTH U/UIIH CYIIECTBOBAJ BHICOKHM TPOMOOT€HHBIN PUCK;

® [pU HAIMYUM JIOTIOJIHUTENIBHBIX  (AKTOPOB  TPOMOOQHUIMM  W/HIM  BBICOKOM
TpoMOoreHHOM pucke BBegeHne HMI' B mpodunakTiueckux 103ax B Te4eHHEe 6 HeAeb
IIOCJIEPOJIOBOI0 IEPUOA;

e TpyJAHOE BCKapMJIMBaHWE BO3MOXKHO Mpu mnpoBeneHuu tepanuu HMI, UDOHa**, HO
IIPOTUBOIIOKA3aHO npu npuemMe OpyTHUX LIUTOPEAYKTUBHBIX CpEICTB
(rugpokcukapbaMua* *, anarpenua**).

D¢ dexkTuBHOCTH JEUEHHs MOATBEPXKIACTCS COXPaHEHHEM KIMHUKO-T€MaTOJIOTHYECKOM
pemuccuu 3a0oJieBaHUsl, KOTOpas OINpeAeNsieTcsl AaHHbBIMM OOBEKTUBHOTO OOCIEAO0BaHUSA,
nokasareneid nepudepudeckoit kposu, Y3U opraHoB OprouIHON MOTOCTH (pa3Mepsl MEUeHU |
CEJIE3EHKH).

Ilpu amexkBaTHO MMOJOOpPaHHOM  JICYEHMHM BO3MOXHBI ~ HOPMAaJbHOE  pa3BUTHE
OepeMEeHHOCTH U TEYeHUE POJOB. bepeMEeHHOCTh HE BIMSIET Ha Te4YeHHE 3a00JIeBaHUS.
dusnueckoe pa3BUTHE JeTeil, 4YacToTa BpOXKAEHHOW W NPUOOPETEHHOM MaTOJIOTUU
HOBOPOXKJIEHHBIX y KeHIIMH ¢ MII3 He oTiMyaroTCs OT aHaJOTMYHBIX IOKa3zaTesneld B oOmiei

nonyJsiiuu [55].



Kpurepuu oneHKH Ka4yecTBa MeIMIUHCKOM OMOLIM

Kpurepun kauectBa

YpoBeHb
JI0CTOBEPHOCTH
JT0Ka3aTeJIbCTB

YpoBeHb
yOeTUTETLHOCTH
pEKOMEH AN

Brimonaen cOop anamHesa (B TOM 4uciie
CEMEHHOTO U TPO(PECCHOHATILHOTO), KAJI00 MalkeHTa,
OIIEHKa 0OBEKTUBHOIO CTaTyca MalMeHTa (B OCHOBHOM —
reMOpparuvecKuii CHHAPOM), OIICHKA pa3Mepa CeJIe3eHKH,
Haau4ue nepuepuuecknx U/ Ui BHYTPUOPIOIIHBIX U
BHYTPUTPYIHBIX TUM(DOY3IIOB.

3anonHeH onpocHuk MITH10

BrinosiHEH KIMHUYECKUI aHAIN3 KPOBU C
[10/ICYETOM JIEHKOLUTAPHON (POPMYJIBI U YPOBHS
TPOMOOLIMTOB Ha aHAJIU3ATOPE U 10 Ma3Ky

BrinonHen OnoxumMuyueckuil ananus
KpOBH (KOHLIEHTPALIMSI CBIBOPOTOYHOIO XKele3a, o01as
KEJIE30CBA3BIBAIONIAS CIIOCOOHOCTH CHIBOPOTKH,
HacbIIIEHUE TpaHC(hEeppHHA KeIe30M, KOHLIEHTPALUs
CBIBOPOTOYHOTO (peppUTHHA)

BrinonneHo uccnegoBaHue ypoBHs SpUTPONIOITHHA
kpoBu (ripu auarnoctuke UII, B cinyuae anemuu npu OT u
[IM®)

BrinonHeHo ynbTpa3ByKkoBOE
VCCIIEIOBAHMSI OPTaHOB OPIOITHOW MOJIOCTH (OTpeAeTIeHHEe
pa3MepoB MEYCHU U CEJIC3CHKH)

[TaTonoroanaromuueckoe 1ccie0BaHNE
OMOTICUITHOTO (OTIEPAIIMOHHOT0) MaTepHala KOCTHOTO
MO3Tra C IPUMEHEHUEM THCTOXUMUYECKUX METO/I0B

MonekysipHO-TeHETHIECKOE UCCIIEI0BAaHHE KPOBU
Ha Haimmuue mytanuu JAK2V617F

MonexysIpHO-TeHETHIECKOE UCCIIETOBAaHIE KPOBU
y 601bHBIX ¢ oTcyTcTBUEeM MyTanuu JAK2V617F

Ha HaJM4ue MyTauui B 3k30He 12 rena JAK2 (pu
nuarnoctuke MIT)

Ha Hanumuue myTtanuii renax CALR, MPL (pu
nuarnoctuke DT, [IMD)

IIpu Hanuuuy noKa3zaHUu
[IPOBEJICHA [IUTOPEYKTUBHASI TepaIus
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Ipunoxenue Al. CocraB padoueil rpyninsbl 1o pa3padorke u

MepecMOTPY KINHUYECKUX PEKOMEH 1Al i
1. Menuksin Anaut JIeBOHOBHA, JOKTOP MEIWIMHCKUX HAyK, 3aBEIylOIas OTICJICHUEM

craHpapru3auuu  meroaoB  jedeHus DI'BY  «HanuoHanbHbld  MEAUMUMHCKUN
HCCIIEIOBATENIbCKUIT  LeHTp  remarosnorun» M3 PO, wuynen HanmonaibHOTO
reMaToJIOTMYeCKOTo O0IIeCTBA.

2. CyOopresa Hpuna HuxomnaesHa, KaHauaaT MEIUITMHCKAX HayK,
CTapLINK HAy4YHBIM COTPYJHUK OTAEIEHUs CTaHAapTuU3auuu MeronoB jedeHus DPI'BY
«HanumonaapHBIN MEIUIIMHCKUN HCCIIEN0BaTEILCKUN LIEHTP TeMaTOJIOT U
MunucrepcTBa 3apaBooxpanenus Poccun

3. KoBpurmna Asmra MuxaiiioBHa, JOKTOp OHMOIIOTHYECKHUX HAyK, mpodeccop Kadeaps
natosornyeckor anaromuun UIIK OMBA PO AM. Kopuruna, 3aBeayromas
oTAcieHueM mnartosiornyeckoil aHaromMun @DPI'BY «HauuoHanbHBIA MEIUIMHCKHI
UCCIIEZIOBATEIbCKUN IIEHTp remaronorun» Munszapasa Poccuu. Unen O6mepoccuiickoit
oOmecTBeHHON  opranm3anmu  «Poccmiickoe ~ 00IIECTBO ~ MATOJIOTOAHATOMOBY,
Poccuiickoro npodeccrnoHanbHOro o0IecTBa OHKOreMaToJIOTOB.

4. lIllyBaes Bacwnmii AHaTONBEBUY, KaHAMAAT MEAMIIMHCKUX HAyK, PYKOBOJMUTEIb
rematosorndeckoro nenrpa I'Kb um B.B. Bepecaea (MockBa), Beayuuii Hayublit
corpynauk ®I'BY PocHUNUT'T ®MBA Poccuu (Cankr-IleTepOypr)

5. Mopo3sosa Enena BrnagucnaBoBHa, KaHAWIAT METUIIUHCKUX HAYK, PyKOBOJUTENb OT/ElNa
oHKoJioTHH, Temaronorun u TtpaHcruiantonorunu HUW JOI'uT um. P.M.['opbaueBoii
[ICTIOIMY um. U.I1.I1aBnoBa

6. Jlomauna Enp3a I'anakTmoHOBHA, KaHIuJaT MEJULUHCKUX HayK,
BEIYLIMA HAYYHBIA COTPYAHUK OI'bY «HanuoHabHBIN MEULIMHCKHUI
UCCIeNOBaTeNbCKUl LeHTp uM. B. A. Anma3zoBa» MuHHCTepCcTBa 31paBOOXPAHEHUS

Poccun

KoH(umkT HHTepecoB: aBTOPbl KIMHUYECKUX pEKOMEHIAauui coolmawT 00

OTCYTCTBUH KOH(JIMKTOB HHTEPECOB.

Ipunoxenue A2. MeToa0s10rusi pa3padoTkn KJIMHUYECKHX

peKoMeHIanu i
HeJ’IeBaH AYAUTOPUA JAHHBIX KIIMHUYC€CKUX peKOMeHHaHHﬁ:

1. Bpauu — rematonoru



2. Bpaum — oHKOJIOTH

3. Bpauu — TepaneBTbl

4. Bpauu — HEBpoOJIOTH

5. Bpauu — kapauonoru

6. Bpau-akymep-ruHeKoIor.

Tabauma 1. Illkana omeHku ypoBHeH JocToBepHOCTH JokaszarensctB (Y1) s

METOAOB AUAarHOCTUKH (I[I/IaFHOCTI/I‘-IeCKI/IX BMCIHaTeJ'II)CTB)

YA Pacuugposka

1 Cuctematnueckue 0030pbl UCCIEAOBAHUM ¢ KOHTPOJEM pedepeHCHBIM METOJIOM MU
cUCTeMaTH4ecKui 0030p PpaHJAOMM3MPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN C
MPUMEHEHHEM METa-aHaIn3a

2 OTnenbHbIE HCCIIEAOBAHUS C KOHTPOJIEM pe(epeHCHBIM METOJOM WM OT/AEIbHbIC
PaH/IOMU3UPOBAHHbIE KIMHUYECKUE HCCIEAOBAaHUS U CHUCTEeMaTHYecKue 0030pbl
HCCIIEIOBAaHUM JTH000r0 Mu3aiiHa, 3a UCKIIOYEHUEM PaH/IOMU3UPOBAHHBIX KIMHUYECKUX
WCCIIEIOBAaHM, C TPUMEHEHNEM METa-aHalIn3a

3 HccnenoBanust 0e3 MOCIIEIOBATENILHOTO KOHTPOJISL pPe(dEepeHCHBIM METOJO0OM WM
WCCIIEIOBaHUsT C peQEepeHCHBIM METOJOM, HE SBJISIOMIMMCS HE3aBHCHUMBIM OT
HCCIIEyeMOTr0 METO/Ia WM HEpaHAOMH3UPOBAHHBIC CPABHUTEIBHBIC MCCIIEIOBAHUSA, B
TOM YHCJI€ KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHuTenbHbIE HCCIIE0BAHUS, OIIMCAHUE KIMHUUECKOIO Cllyyas

5 Nmeercs b 000CHOBaHME MEXaHU3Ma JICHCTBUS WIM MHEHHE YKCIIEPTOB

Tadauuma 2. Ilkana omeHku ypoBHEH gocToBepHOCTH nokaszarenbcTB (YJ) st

METOAOB MPO(UIAKTUKM, JICUEHUS W peadunuTauuu (IpOoQHUIAKTHUYECKUX, JIeUYEOHBIX,

peaduINTallMOHHBIX BMEIIATEIbCTB)

Y Pacuimmgposka

1 | Cucremarmnueckuii 0030p PKU ¢ npuMeHeHneM MeTa-aHain3a

2 | Ormenpable PKU um cucremaTwdeckwe 0030pbI WCCIENOBAHMN JTIOOOTO JM3aifHa, 3a
uckinouenuem PKH, ¢ npuMeHeHneM MeTa-aHaimsa

3 | HepangoMusupoBaHHbIE CPaBHUTEIbHBIC UCCIEIOBAHMSI, B T.4. KOTOPTHBIE HCCIEIOBAHUS

4 | HecpaBHHUTEIBHBIC UCCIICIOBAHMS, OMMCAHUE KIMHUYECKOTO CITydas WM CEpUU CIy4acs,
WCCIICIOBAHHS «CITY4Yaii-KOHTPOJIIb

5 | Umeercs numib 0OOOCHOBaHHWE MEXaHHM3Ma JICHCTBUS BMEIIATENLCTBA (JIOKIHMHHYECKUE

I/ICCJ'IGIIOBaHI/Ifl) HJIM MHCHHUEC OKCIICPTOB

Ta6auna 3. Illkana omenku ypoBHel yOeautenbHOCcTH pekomenmauuid (YVYP) mis

METOJIOB NPO(MUIAKTUKU, IUATHOCTHKH, JIedeHHS U peadwiutauuu (mpodUIaKTHYECKHX,

JUAarHOCTUYCCKUX, J'IG‘-IG6HBIX, p€a6I/IJII/ITaI_[I/IOHHBIX BMeH_IaTeJIBCTB)

YYP \ Pacuimdposka




A CunbHasi pekoMeHnainus (Bce paccMaTpuBaeMmble Kputepuu 3S(OQPEeKTHBHOCTH
(ucxonpl) SBISIOTCS BaXXHBIMU, BCE MCCIEAOBAHUS HWMEIOT BBICOKOE WU
VJAOBICTBOPUTEIILHOE  METOJOJIOTHYECKOE  KauyeCTBO, WX  BBIBOABI IO
HHTCPCCYIOIIUM HUCXOAaM SBJIAIOTCA COFHaCOBaHHBIMI/I)

B YcnoBHas pekomMeHJanus (He Bce paccMaTpuBaeMble KpuTepuu 3()(EeKTUBHOCTH
(ucxonpl) SBJIAIOTCS BaXKHBIMH, HE BCE HCCIEIOBAHUS MMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBLHOE METOJOJIOTHYECKOE KayeCTBO W/MIM HX BBIBOJBI IIO
MHTEPECYIOIIMM UCX0JIaM He SIBJISIOTCS COIVIACOBAHHBIMU )

C Cnabast pekomeHmanus (OTCYTCTBHE JOKA3aTeILCTB HAJUICkKAIIET0 KadecTBa (Bce
paccmaTtpuBaeMble KpuTepuu 3(HPEKTUBHOCTH (MCXOJIbI) SIBISIOTCS HEBAKHBIMH,
BCE€ HCCIIEIOBAHUS UMEIOT HU3KOE METOJ0JIOTMYEeCKOe Ka4eCTBO U MX BBIBOJIBI IO
MHTEPECYIOIIMM MCXOaM HE SIBJISIIOTCS COTJIACOBAHHBIMH )

Mopsiaok 00HOBIEeHNS KINHUYECKUX PEKOMEH/IAIUIA.

Mexanu3sM  OOHOBJIEHHS ~ KIMHUYECKMX  PEKOMEHJAIMil  MpeaycMaTpuUBaeT  UX
CHUCTEMATUYECKYIO aKTyallU3aliI0 — HE PeXKe YeM OJUH pa3 B TPU rofa, a TAKKE MpH MOSIBJICHUU
HOBBIX JAHHBIX C MO3MIMM JI0KA3aTEIbHONW MEAMIIMHBI MO BOMPOCAM JAUArHOCTUKH, JICUEHUS,
npopunakTuku # peabuIUTalMk KOHKPETHBIX 3a00JeBaHUM, HAIWYMH OOOCHOBAaHHBIX

JIOTIOJIHEHU/3aMeuanmii k paHee yTBepka€HHBIM KP, Ho He yaie 1 pa3a B 6 Mecsies.

Hpnﬂomeﬂne A3. Cl'[paBO‘IHLIe MaTepuaJibl, BKJIKO4YasA COOTBETCTBUC
NMOKAa3aHMil K NIPUMCHCHHUIO " HpOTHBOHOKa3aHHﬁ, crnocoooB
NPUMCHCHUSA U 103 JCKAPCTBCHHBIX IIPpeiapaToB, HHCTPYKIHUU 110
NPUMCHCHHUIO JICKAPCTBCHHOI'O IIPeIaparTa

Taoauna 1 JleueHne HCTUHHOM MOJIUMIUTEMUH

nrepdepon anppa-2bxx | 110 3 i ME uepes news,

MOJIKOXHO
#llernnupoBaHHBIN 180 Mxr 1pa3 B Hexemto,
uHTepdhepoH anpha-2a** MTOIKOKHO

0,5 M (mpu macce Tena 54-
66 xr), 0,6 mi1 (Ipu Macce
tena 67-80 xr), 0,8 mut (ipu
macce tena 81 — 106 kr), 1
w1 (pu macce tena 107-133
kr) 1 pa3 B Henemto,

[TepBas nuuus Tepanuu N
p P #llernnupoBaHHBII

untepdepon anbpa-2b**

MOJIKOXHO
T poKcHKapGamm™ 500 — 2000 mr 1 pa3 B 1AcHbB,

OJIHOKPAaTHO
Henepenocumocts nim
PE3UCTEHTHOCTh Pykconutuau0** ITo 10 mr 2 pa3a B 1eHb
TUAPOKCHKapOaMmia

ITo 2-4 apHOM
Bospacr > 70 ner Bycynbdan** © MI IO CyMMApHOH

no3upoBKku 200 mr.

Tabmuima 2 CHUKEHHE T03bl PYKCOJIMTUHHUOA Y TTAIIUCHTOB C UICTHHHOMW TOJUIMTEMUCH




KonnenTpamms reMoryioonHa w/nnu

KOJIMYCCTBO TpOM6OI_II/ITOB

PexomMentyemas no3a

Konnentpanus remoriobomna >120 r/n u
KOJIMYECTBO TPOMOOIIUTOB > 100X 10° /n

Koppekiuu no3s1 HEe TpedyeTcs

Konnentpanus remornoduna 100 - <120 r/m u
KOJIMYECTBO TPOMOOIIUTOB 75 - <100%10%n

Cnenyer paccMOTpEThH BO3MOJKHOCTh
CHWDKEHHUs J03bl TMpemnapara, BO Hu30exaHue
IPUOCTAHOBIICHUSI ~ TEepalmuM  BCJEACTBUE

paBBHBmeﬁCﬂ dHCMUH U TpOM6OLII/ITOHeHI/II/I.

Konnenrpanus remornmobuna 80 - <100 r/n

NI  xommuectBO  TpoMbOorutoB 50 -
<75x10°%n

CHKeHHe 10361 Ha 5 Mr 2 pa3a B JICHb.

VY mnamueHToB, NpUHUMAKOIIMX 5 MI 2 pas3a B
JI€Hb, PEKOMEHJOBAHO CHUKEHUE JI03bI 10 5 MT
1 pa3 B JicHb.

Konnentpanust remorinobuna <80 r/n WJIN
KOJMYECTBO TpoMbouToB <50%10%/1

HpI/IOCTaHOBJ'IeHI/Ie MMPpUMCHCHHA

Tabnunua 3 Jleuenue rcceHIIMATBLHON TPOMOOIIUTEMHUH

Hutepdepon anbha-2b**

ITo 3 M ME uepe3 nienb,

OJIKO’KHO
#llernnupoBaHHBIN 45 - 180 mxr 1pa3 B Hexemto,
uHTepdhepoH anpha-2a** MTOJKOXKHO

[lepBas nuHus Tepanuu

#llernnupoBaHHBII
UHTEpPEpoH anbda-2b**

0,5 M1 (mpu Macce Tena 54-
66 xr), 0,6 M1 (mpu Macce
tena 67-80 xr), 0,8 mi (ipu
Mmacce Tema 81 — 106 kr), 1
w1 (pu macce tena 107-133
kr) 1 pa3 B Henemto,
MOJIKOXHO

IMunpoxcuxapbamug™*

ITo 500 mr 2 pa3 B neHb €
WH/IMBH/Ty aTbHBIM
0I00POM JI0 JOCTHIKCHHS
3¢ (HeKTUBHOMN 03I,
CHWDKAFOIIEH W/WTH
MOJACPKUBAIOIIICH
coJiepKaHre TPOMOOITUTOB
menee 600 x 10%/1,

onTuMalibHO Mexay 150 x
10%m u 400 x 10%/.

HenepenocumocTs nin
PE3UCTEHTHOCTD NEPBOM JIMHUH
Tepanuu

AHarpenua™**

Havanenas no3uposka 1 mMr
B JIEHb C WHIUBUTy JTbHBIM
oA00POM JI0 TOCTUKEHHS
MUHUMAaIEHOMU

3¢ PEeKTUBHOM T03HI,
CHIDKAIOIIEH H/HIIN
MOJACP/KUBAOIIECH
cojiepKaHue TPOMOOITUTOB
menee 600 x 10%/1,

onTUManbHO Mexay 150 x
10%/m 1 400 x 10%1.

Bospact > 70 ner

Bycynbdan**

ITo 2-4 Mr o cymMMapHoii
n03upoBKu 200 mr.




Tabnuna 4 HavanbHas 103a pyKCOJUTUHKUOA TIPH JIeueHUHU Muenohuodposa

TpoMOoumTHI

Jo3a pykconutuaunba

>200-10%n

1o 20 — 25 mr 2 pa3a B JicHb

100-200-10%n

no 15 mr 2 pa3a B JIeHb

50-100-10%n

1o 5 mr 2 pasa B JI€Hb

Tabnuna 5. Beibop 103upoBKHM pyKCOTUTHHNOA TTPpU BO30OHOBIICHUN TEPAITUH.

KonnuectBo TpomMOonnToB

BO300OHOBJICHUHA

Jo3za

TCpaltuu

npernapara  Ipu

125x%10°%/1 u 6osee

20 mr 2 pa3a B JIeHb

100 — menee 125%10%

15 mr 2 pa3a B ieHb

75 — menee 100%10° /n

10 Mmr 2 pasa B JIeHb B TE€UYEHHE 2 HEIEIb
MUHUMYM;  Jlajee, IpU  COXpaHEHUU
KOJINYECTBA TPOMOOIIUTOB, BO3MO>KHO
yBenudeHue 10 15 mr 2 pa3a B 1eHb

50 — menee 75%10° /i

5 Mr 2 pa3a B J€Hb B TEUYEHHE 2 HEJEIb
MUHMMYM;  Jajnee, IpU  COXpPaHEHUU
KOJINYECTBA TPOMOOIIMTOB, BO3MO>KHO
yBenuyenue a0 10 mr 2 pa3a B ieHb

50x10°

MEHEee /M W TreMopparudecKui IIpnocranoBiieHME TPUMEHEHUS
CUHJPOM
Tabnuua 6 Jlo3a npenapara pyKCOIUTHHUO IPU CHUYKEHUU YHCIIa TPOMOOIIUTOB.
Jlo3a, mpumeHsiemMast 10 CHUKEHHS KOJIMYeCTBAa TPOMOOLIUTOB
Tpom6Gorutsl | 25 mr 2 pasza | 20 mr 2 pasza | 15 mr 2 paza 10 wmr 5wmr2
B JICHb B JICHb B JICHb 2 pa3a B IeHb | pa3a B JICHb
Koppekius Koppekius Koppekuus Koppekius Koppexkus
JI03bI JI03bI JI03bI JI03BI JI03bI
100 — wmenee | 20 mr 2 paza | 15 mr 2 pasa | be3 bes bes
125x10%n B JICHb B JIEHb W3MEHECHU N U3MEHEHUH N3MEHECHU N
75 — wmenee | 10 mr 2 paza | 10 mr 2 paza | 10 mr 2 pasa | bes bes
100%10° /n B JI€Hb B JIEHb B JI€Hb U3MEHEHUN A3MEHEHUM
50 - 5 wmr 2 5 mr 2 5 mr 2 5 mr 2 bes
MeHee pasa B ICHb pasa B JIeHb pasa B ICHb paza W3MEHEHU N
75x10° /n
MEHEE IIpuoc [Tpuoc [Ipuoc [Tpuoc IIpuoc
50x10° /m wu | TaHOBNEHME TaHOBJICHHE TaHOBJICHUE TaHOBJICHHE TaHOBJICHUE
reMmopparuye
CKUU
CHUHIPOM




IHpuioxenue b. Anropurmsl JelicTBU Bpaya

biaok-cxema 1. AuroputM mnmoadopa Tepanuud y NANUEHTOB ¢ NEePBUYHBIM

MHeJT0(pUOPO30M HU3KOT0 PHCKA

Bri16op TakTHKM

BEJICHUSA

Ectb CHUMITTOMBI

MHTOKCHUKALIHN?

—

Haznauenu Hab6mronenne kaxapie 3-6 MecsieB

[ PyKCOJ’II/ITI/IHI/I6a UTU RETINUAHUA R KTUHUUALCKUA

WJIN TIPENapaToB

WnTepdepona mmm

BKJIIOUCHHUE B Ectb

KIIMHUYCCKUC

CHUMIITOMBI

IIPOTPECCUNn

Ectb

OTBET Ha

IIpon Jledyenue no
OJIKUTh HIPOTOKOITY
MPOBOJUMYIO HalUeHTOB 10
MPOTOKOITY

MIPOMEXKYTOYHOT0-1,

2 WM BBICOKOTO




biaok-cxema 2. Auroput™M mnoadopa Tepanud y NANUEHTOB ¢ NEePBUHYHBIM

MHeT0(pHOPO30M MPOMEKYTOYHOro-1 pucka

Br1bop

TAKTHUKH BCIACHUA

Ectp

CHUMIITOMBI

HaoGnronenue xaxaple 3-6 Mecsies

UM RKTTHINUAHU A R KTTUHUUALCKUA

Pemenne BOIIPOCa O BO3MOXXHOCTHU

Ecth

MPOBEACHU TPaHCIUIAHTAlIUU KOCTHOT'O
CHMIITOMBI

Mo3ra

IIPOTPECCUN

Ectb 1

TIPOTUBOIIOKAa3aHUA K

HpOBe}JeHI/Ie TpaHCIJIaHTallun
OHCHKa CHMIITOMOB

AJJIOT€HHOI'O KOCTHOI'O MO3ra

Ectb

CHMIITOMBI

Ha3znauenu
¢ Pykcomutunu6a

WJIK BKIIIOYCHHC B

KIIMHUYCCKHE

EcTb oTBET

Ha Teparmio?

HpO,HOJ'DKI/ITL Jleuenue 1o IMPOTOKOJTY

MMPpOBOAUMYIO TEPAITUIO IMalIMCHTOB npOMemyTqu0r0-2 u

REICOWTNTO NUACKA




biaok-cxema 3. AuroputM mnoadopa Tepanud y NANUEHTOB ¢ NEePBUHYHBIM

Mue10GpuOPO30M MPOMEKYTOYHOI0-2 H BBICOKOI'0 PHCKA

Br1bop

TAKTHUKH BCIACHUA

Ectb 1
MPOTHBOMOKA3aHHUS K

TpaHCIUTaHTalluU

OHeHKa qucjia TpOMGOHI/ITOB B

ITpoBenenue

TPaHCIIAaHTAllMA KOCTHOI'O

Tpombouut

wr SRNrere Aren?

Bxurouenue namuieHTa B Hasnauenn

KIMHUYCCKHUE UCCIICIOBaHUA (& PyKCOJII/ITI/IHI/I6a

WM BKIIFOUCHHEC B

KIIMHUYCCKHC




bJiok-cxema 4. AJITOPUTM Tepanuyv aHEMHUYEeCKOr0 CUHAPOMA y nauueHTos ¢ [IM®

Owarnoz NM<¢

AHemmuAa

3 pMT PONO3THH

HeTt 125 ME/mn

[ 4

Mpenapatbl AHabonu4yeckue

3PUTPONOSTHUHA crepongel (aanason)

OTeeTuepes b

O1BeT yepes 3

mMeCALla MecCAles
(remaTorpuT 30- (remaro kpwuT 30-
35%, yCTpaHEHMe 35%, ycTpaHeHHe
HEenh N0 ZMMOCTH HEO GNOAMMOCTH
nependBaHHA NepenHEdHHA

BP0 B M) KpOEH]

Het Oa
MpoaonuTs UmmyHomo- NMpoaon#uts
Tepanuio AYNATOPLI Tepanuio




BJiok-cxema 5. AJIrOpuTM JieYeHHUs CIIEHOMeraJjum y nanuenTos ¢ [IM®

Awuarnoz Ne
CrnineHomeranua

OnpegenfeHWwe rpynnel pucka no PSS, DIPSS

EcTe nokazanua arna

Het amno-TICH

Aa

KAMHHY 8CHH H 3 HANKE K DOEM!

*  ABCONKTHOE 4400 HedTpod unoe 110 fn Nposeg eme anno-TICK
v TpomBouwter >7Sx10° fn
O Gwee cOCTORHKWE

OTeET Ha NPFOE0AMMYHE TEpanKie | M HHKA

Meg wka meHToe-
HaA TEPE NHA

*  Tpombouuros
*  HefdTponeHda
* ECOG:2 .

OTCYTCTEYET B O3MOMHHOCTE
PEIHCTEHTHOO b HENEPEHOCHMOOT b
- — B INOAHATE CTLEHIE TOMMWKD
MBS K3 MEHTOIHOH TEPaMHH

Nyqesan u
TERANHA



biok-cxema 6. AJropurM JiedeHHs] MACCHMBHOM CIIJIEHOMErajiMu y INAIMEeHTOB

IIM® c anemueit

CnneHomera.n|a

Meagu ka MeEHTOZHAA Tepanua

AHEMHA

na Het

h i
na TpomGoumTsl <1000 /n eT Tpombouure = 100107 n

Nexna g omugt+Npeg HUZ0NoH

L Hﬂm“ﬂ"'nFE'p,HHE-DﬂﬂH KnuHuqeckne HCCNeaoeaHWA

L J

Mwa pok o1 mod es WHA
@ ANKWM Py HWKHE NpenapaTsl

Bycynedan

Knagpubun

G333l uTHa MH
1 euunrabuH

HHrmGuTopel 1AK2
K MHM4eccwe HOCNes oBa HHA

® 6




Baok-cxema 7. AinroputM Tepanuu MoJioabix namuenToB ¢ UIT u T

AwarHos UMM, 3T
Bospacr <60 net
MpomerxyTouHbii-1,2 puck
TpomboreMopparu4eckux OCNOHEeHUH

!

l

anbda2b

WUnTtepdepon

MernnmposaHHbIA
HHTepdepoH anbda-2h

_-‘-_-‘—-‘—-“--_... 1'

'Mapokcukapbammg

—

Het

MonHbii / YacTUYHBIA KIMHUMKO-TEMaTONOTMYECKUA,

monerynapHelid oteet U1K ctabunusauma yepes b mecaues na

nu
MonHbii / YacTUYHBINA KIMHUMKO-reMaToONOTMY ECKUIA,
MoOeKyNApHBIiA, mopdonoruyeckmii oteet UM ctabuaunsauyma
yepes 12, 24, 48 mecsaues

CmeHa Tepanuu:

UnTtepdepoH ansda-2b
lNMermnupoBaHHbBIA
uHTepdepoH anbda-2b

MpogonxuTts
Tepanuio

AHarpenng
Mmgpokcukapbamug

N

HexenatenoHble Het
ABNEHUA




IMpuiaoxkenue B. Unpopmanus aiis1 nanmeHTa
Huarno3 Ph-meratuBueix MII3 (UII, OT, [IM®) ycranaBiuBaeTcsi Ha OCHOBAaHHH

KJIMHUYECKOW KapTHHBI U JAHHBIX KIMHUKO-Ta00paTOPHBIX MCCIIEAOBAaHUM (COOTBETCTBYIOIINE
M3MEHEeHHUs nepudepruueckoil KpoBH, THCTOJIOTUYECKHE TIPU3HAKU B TPENaHOOMONTAaTe KOCTHOTO
MO3ra, MOJIEKYJIIPHO-—TEHETUYECKUE MapKepbl, UK APYrUe MPU3HAKU KIOHAIbHBIX MU3MCHEHUUN
reMoI033a), TaKK€ BaXXHbIM SBIIAETCS HCKIIOYEHHE JAPYrux 3a00JeBaHUil Kak NPUYMHBI
U3MEHEHUN CUCTEMBI KPOBH.

Henbto Tepanum UWII w OT B Hacrosimiee BpeMsi SBISETCS CAECpPKUBaAHUE
IIporpeccupoBaHus 3a00JeBaHus, KyTUPOBAaHHE €r0 CUMIITOMOB U YJIy4IIEHHE KaueCTBa >KU3HU
nanueHToB. [Ipy npaBWIBHOM MOAXOAE K JICYEHUI0O M KOHTPOJIE €ro  pPe3ysbTaToB
MPOJIOJKUTENBHOCTh KU3HU nanueHToB ¢ MII u OT He nommkHa OTAMYATBCS OT MOIMYJISIUU.
Jleuenne [IM® HamnpaBiieHO Ha MPOJJIEHUE KU3HU U MPEIYNPEXKICHUE OCI0KHEHUM, CEPbE3HO
YXYIUIAIOIIMX Ka4eCTBO KU3HU MALUEHTOB.

[Manmentsr ¢ MII3 Hy)JgalOTCsT B TMOCTOSHHOM JTWHAMHUYECKOM HAONIOACHUU Y
reMaToJIoTa B TeUeHHEe BCcel Ku3HU. YacToTa HaOmoieHus BapbupyeTcs ot 1 — 1o 3-4 pa3 B roj.

Tepanus Bcex Ph-neraruBubix MII3 ocHOBaHa Ha MPUMEHEHUH PUCK-aIalTUPOBAHHOMN
cTpateruu. Jlyjg STOM LeMM Ha OCHOBAaHWMU aHAlW3a JaHHBIX HaOMIOAEHUs 3a OOJBIINM
KOJINYECTBOM MAllMEHTOB pa3paboTaHbl MIKaJIbI MporHo3a Tpom6o3oB npu UII u OT, cucremsl
cTpatuduKkanuu pucka nporpeccupoBanus npu [IM®. BaxxabIM sBIsSIeTCS OIIEHKAa BO3pacTa W
COIIYTCTBYIOILIEH ITATOJIOTUH Y ITALIUEHTA.

CobmoieHne pekoMeHJaluii Bpaya, BbICOKAas KOMIUIAEHTHOCTh TEparnuM IMO3BOJISET
KOHTPOJMPOBATh 3a00JeBaHKe, MPEAYNPEKIATh Pa3BUTHE OCIIOKHEHHH. JIedueHne manueHToB ¢
Ph-weratuBabiMu MII3 MOKET OCYIIECTBIISITHCS TOJIBKO MO HAOIOICHHEM Bpada-reMarosiora ¢
MOHUTOPUHIOM €ro pe3yJbTaTOB B COOTBETCTBUM CO CTAHJAPTHBIMU KPUTEPUAMH OLICHKU

OTBETOB.



IIpunoxkenue I'l1-I'N. HHIkanbl oneHKH, BONPOCHUKH U Apyrue
OLICHOYHBbIC HHCTPYMEHTBI COCTOSIHHM S NAIMEHTA, IPHUBEACHHbIC B
KJIMHUYECKUX PEKOMEHAAMAX

Hpuioxkenue I'l Onpocauxk MITH10
HaszBanue Ha pycckowm si3bike: MITH10
OpurunanpHoe Ha3zBanue (ecau ects): MPN10
Hcrounnk (oduuuanbHbIA callT pa3pabOTYMKOB, MyOIMKANMS C BalHIalMen):
HNonora T.U., BunorpagoBa O.}0., EdpemoBa E.B. m np. Paszpaborka u
pe3ynbTaThl anmpobanuu pycckoil Bepcuu ompocHuka MPNI10 mis omeHku
CHMIITOMOB Yy TAaIlMEHTOB C MHEJIONPOIU(epaTUBHBIMH HOBOOOPA30BAHUSMH C
YU4ETOM MEXIyHAPOIHBIX peKoMeHmanui. KiumHuueckass OHKOTeMaTOoJIOTHSI.
2020;13(2):176-84. DOI: 10.21320/2500-2139-2020-13-2-176-184
Tun (moaYepKHyTh):
- IIKaja OUEHKHU
- WHIAEKC
- BONPOCHUK
- IOpyroe (yTOYHHUTH): OINPOCHHUK IO OLIEHKE BBIPAKEHHOCTH CHUMIITOMOB,
OIIOCPEIOBAHHBIX 3a00JI€BaHUEM, KOHTPOJIO 3a 3(PPEKTUBHOCTHIO MPOBOIUMOI
Teparnuu.
Ha3znauenue: O1ieHOUYHbBI HHCTPYMEHT.
Coneprxanue:



Ciaabdocthb

(OtcyrerBue) 0123456789 10 (MakcumanbHas
CTETMEeHb TSXKECTU, KOTOpyr Bbl Moxere cebe
MIPEACTABUTH)

O6BeauTe OJTHO YUCIIO, KOTOPOE COOTBETCTBYET TOMY, HACKOJIbKO CHIIbHO Bac 6ecriokomnu
KQK/IbIM M3 HUKENEPEUHUCIESHHBIX CUMIITOMOB 32 MPOLIENIYI0 HeeJI0

Omymenue ObICTPOro HaNoOJIHEHHS

(OtcyrcrBue) 0123456789 10 (MakcuManbHast

JKeJIylKka BO BpeMsi eabl (paHHee | CTENCHb TSDKECTH, KOTOpyr0 Bwl Moxkere cebe
HachILeHHE) IIPEJICTABUTh)
HenpusiTHbie omyumeHust (OrcyrctBue) 01234567 89 10 (MakcumanbHasy

(muckoM@popT) B KUBOTE

CTCIICHb TAKCCTHU, KOTOPYHO Bel  MoxeTe cebe

MNEeICTARUTR)

BHJIOCTI), CHH)KCHUE AaKTUBHOCTH

(OtcytctBue) 0123456 7 89 10 (MakcumanbHas

CTETIeHb TSKECTH, KOTopylo Bbl Moxere cebe

TNeTcTARUTE)
IIpo6aempbl c koHnenrpanuei |(OrcyrctBue) 0123456 7 8 9 10 (MakcumanbHas
BHUMAHUSI — MO0 CPABHEHHUIO C

CTCTICHb TSKECTHU, KOTOpy0 Bbl Moxkere cebe
COCTOSIHEM hi (1) YCTAHOBJIEHUSI
AUATHO3a [PEJICTABUTh)

HouyHast noTIMBOCTH

(OtcytctBue) 0123456 7 8 9 10 (MakcumanbHas

CTETIeHb TSKECTH, KOTopylo Bbl Moxkere cebe

Ko:xublii 3y1

(OtcyrctBue) 0123456 7 89 10 (MakcumainbHas

CTETIeHb TSKECTH, KOTOpylo Bbl Moxere cebe

boab B KoCTSX (He B cycTaBax, He B
MbIIIIAX, 0€3 YeTKOH JOKaJIN3aI1H)

(OtcyrctBue) 0123456 7 89 10 (MakcumainbHas

CTCIICHb TsKCCTHU, KOTOPYHO Brel MoxeTe cebe

hrmamamanyrmr )

HoBbimenne Temneparypst (> 37,8°C)

(OtcyterBue) 0123456789 10 (MakcumanbHas
CTETIeHb TSXKECTH, KOTOpyr Bbvl Moxere cebe
MPEJICTABUTH — MOCTOSTHHO, KAXK/IBIH JICHB)

HenpeanamepenHoe cCHUKeHHE Beca
(Macchl TeJ1a) 3a mocJjieqHue 6 Mmecsiles

(OrcyrerBue) 01234567 89 10 (MakcumanbHas

CTENeHb TSHKECTH, KOTopyro Bbl Moxere cebel

YTOBbI NONYYNTb YETKYIO OBLLYIO KAPTUHY CBOEIO CAMOYYBCTBMUA, Bbl
MOXETE CINIOXXWUTb BCE BAJJIbl U PACCUUTATb OBLLUNA PE3YINbTAT.

BRCFIro-

Kitou  (unTepnperarus):

OOpaboTka pgaHHBIX 1O omnpocHuky MPNI10

IpearonaracT BMECTe ¢ aHaJIM30M HUH(OPMAIMK O CTETIEHH TSHKECTU KaXJI0ro U3
10 cumnromoB mo 10-0annpHOM ImIKanme pacueT OOIIEro pe3yjbTaTa OLEHKU
CUMIITOMOB B BHUJAE CpEIAHEro Oaula BBIPR)KEHHOCTH BCEX CHMIITOMOB,

yMHOXkeHHoro Ha 10 (mpu

YCJIOBHUH, YTO MAOUCHT OTBCTUJI KAK MUHUMYM Ha 6

BorpocoB u3 10). Jnana3zoHn 3HaueHUi OOIEro pe3yiabTara OLEHKA CHMIITOMOB
— ot 0 1o 100 (uem BbIe Oamt, TeM OoJbIle OOIIAst CTENEHb TSHKECTH BCEX

CHMITTOMOB).

[Nosichenust (mpu HEOOXOMUMOCTH): 3amoIHUTE ONAaHK HIDKE, YTOOBI OIEHUTH
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TSDKECTh CHMIITOMOB 3a0oneBanusa. CumntoMm: or 0 mo 10 Oammos, roe 0 —
orcyTcTBHe, 10 — MakcuManbHasi CTENEHb TSKECTH, KOTOpyIo Bel MoxkeTe cebe
npenctaBuTh.OnieHNTe €1a00CTh (YCTAIOCTh, YTOMIISIEMOCTBH), OOBEIS OJHO
yucio, Kotopoe Haubonee coorBerctByeT MAKCHUMAJIBHOMY  yposHio
cirabocrtu 3a nocnequue 24 yaca.

Ipuaoxenue I'2 IIporanocTuyeckasi MKaJja pUCKa pa3BUTHA TPOMOO30B

npu UII
DaKTOopbI Puck Tpombo30B Yacrora
TPOoM0030B, % B roj

Bo3spact < 65 net, HeT TpoMO030B B Husknit 2,5%
aHaMHe3e

Bospact > 65 net, HET TpomM0O030B B [IpomexyTouHbIit 5%
anamHeze WJIM Bo3pact < 65 7er,
TpoMOO3bl B aHAMHE3E

Bospact > 65 mer, TpoMO0O03bI B Bricokuii 10,9%
aHaMHe3e

Tunepmpomboyumos (6onee 1000x10%n) sensemcs Gaxmopom pucka 2emMoppazudeckux

OCIONCHEHUU U3-3a pA36UMUs NPUOOpemeHHo20 cunopoma Bunnebpanoa.

Hpunoxenue I'3 Illkana oueHKH 001Ieii BBIZKUBAEMOCTH

0oabHbIX UII
s oyenxu obweti eviocugaemocmu nayuenmos ¢ HMIl ¢ 2013 2 6vina npednodscena

npocHocmu4ecKka cucmema, 20e H€6ﬂ020npuﬂm7-lbl/l/l npocHoOCmMu4YeCcKum d)akmopa/w

npuceaueancs oann:

Kpurepuit IIporaoctuueckoe 3HaueHUE
BO3pacT > 67 jer 5 6annos

BO3pacT 57—66 ner 2 Gamta

nefikormTeI >15 % 10%/n1 1 6amn

BEHO3HBIC TPOMOO3bI 1 Gamr

Ilo cymme 6annos ece nayuenmsi paszoenenvl 6 3 epynnvl. Huskuil puck (0 6annos),
npomesicymounwlii puck (1 unu 2 6anna), evicoxkuii puck (=3 6anna). Mescody epynnamu 8viseneHvl
pasauuus 6 evlocusaemocmu. Meoduana obweil svlocusaemocmu cocmasuia 27,8 nem 0ns

nayuenmos Hu3Kou epynnsi pucka, 18,9 nem — npomesxcymounoti u 10,7 1em — 8vbicoxo.
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Hpuiaoxenue I'4 MexkayHapoaHasi IPOrHOCTUYECKAS IKAJIA PUCKA
pa3BUTHS apTepHuaIbHbLIX TPOM0030B BO3 npu 3cceHunaibHOM

TpombouuTemun (IPSET-thrombosis)

IIporaoctuyeckoe
Kputepuii 3Ha4YCHHE
Bospact 6onee 60 et 1 Gayn
TpomMOo03b1 B aHAMHE3E 2 Gamna
@DakTopbl pHUCKA CEPACYHO-COCYIUCTBIX 3a00JIeBaHUN | Ga
(caxapHblil 1uaber, apTepualibHas TUIEPTEH3Us, KypEeHUE)
JAK2V617F 2 Gamna
Huskuit puck - 0 unu 1 6ann
[IpomexyTouHsblil puck - 2 6amna
Bricokuii puck - 3 u Oosiee 6amuioB

Hpuiaoxenue I'S MexayHapoaHas mkaJia oueHKu nporsosa npu IIM®

(International Prognostic Scoring System, IPSS)

KonnuecTBo 0aiioB 1Mo cucreme

Hpusnak cTpaTu(UKaLUU pUcKa
Bo3spact 6omnee 65 net 1
YpoBenb remoriioonaa Mmexee 100r/mn 1
YpoBeHs seiikoruToB 6omee 25x10%/n 1

bnactel B mepudepryeckoil KpOBU PaBHO
i oosee 1%

Hanmnune  cuMOTOMOB — OMyXOJEBOU
WHTOKCUKAIIUU

0 6anoB - HU3KUI1 PUCK;
1 6aynm — mpoMeKyTOUHBIH-1 puCK;
2 Oajuta — IpOMEXYTOUYHBIN-2 PUCK;

3 Gayuta umu 60j1ee — BRICOKUM PHUCK.
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[puioxenue I'6 MexkayHapoaHas mKaJia OleHKU Nporao3a npu [IM®

Dynamic International Prognostic Scoring System (DIPSS)

KomnmmuectBo 0asm10B 10 cucTeMe

Hpmswax cTpaTu(UKaUU pUCKa
Bo3spacr 6onee 65 net 1
Ypoens remoriobuna menee 1001/ 2
YpoBens seiikouToB 6omee 25x10%m 1

bnactsl B nepudepuueckoil KpoBU paBHO
i 6onee 1%

Hamnune  cuMnToMOB — OMMyXOJEBOM
MHTOKCHUKAIIUHA

0 6anoB - HU3KUI1 PUCK;
1 - 2 Ganna — mpOMeKyTOUHBIN-1;
3 - 4 6anna — NPOMEXyTOYHBIN-2,

5 - 6 6ay1oB MM OoJiee — BEICOKHI
PHCK.

IMpunoxkenue I'7 MexayHapoaHasi lIKaJIAa OLEHKHU NPoruo3a npu [IMO

(Dynamic International Prognostic Scoring System+, DIPSS+)

KomnunuectBo 0anioB mo

Hpusnak cucTeMe CTpaThu(UKAINKN PUCKa
Bospact Gonee 65 ner 1
YpoBenb remoriioonaa Mmeree 1001/ 1
YpoBeHs seiikoruToB 6omee 25x10%/1 1
bnactel B mepudepuueckoil KpOBH pPaBHO WU 1
6onee 1%
Hannyre cuMIToMOB OITyXO0JIEBO WHTOKCHUKAIHH 1
Tpom6Gouuts: <100x10%/1 1
HeoOxoaumocTs nepeanBaHus 3pUTPOLUTOB 1
He6naronpustueiii kapuorum: +8,-7/7¢-, (17Q), 1

inv(3), -5/50-, 12p-, nepectpoiiku 11q23
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(0 6ajyoB - HU3KHI PUCK
1 Gat — mpoOMeXyTOUHBIH-1

2 - 3 Gay1a — MPOMEKYTOUHBIH-2

4 Ganna unu 6osee — BEICOKUI PUCK

IMpunoxkenue I'S. Kpurepuu KJIMHUKO-reMaToJ10TrH4€CKOr0 0TBETA NMPH

Jeyenuu UII
OtBer Kputepuu orsera npu UIIT

1. l'emaToxput <45% 6e3 KpOBOITyCKaHHI

2. TpomboruTs <400 x 10° /n

3. Jeitkorutsr <10 x 10° /n

4. HopmansHbie pa3mepsl cenesenku (Y3U/KT/MPT)

5. Her cumnTomoB 3aboneBaHus (MHUKPOCOCYAMCTHIC
HapyIIeHHUs], 3y, TOJI0BHAas 00JIb)

Tlomuprit OTBET
(otBer B Teuenue 12
HEJIEh )

KoncraTanuus moiHoi peMuccrun BO3MOKHA TOJIBKO MPHU HATMYUU BCEX 5 KPUTEPUEB

YactuuHblii OTBET 1 'emaTokpuT <45% 06€3 KPOBOITYCKaHHA
(otBer B TeueHue 12 178171
HEJIETIb) 2 OTBET 110 BCEM JPYIHMM KPUTEPUIM

JIto60i1 OTBET, KOTOpPBIM HE YIOBJIETBOPSET KPHUTEPHIM
4aCTUYHOT'O OTBETA

Her oTBeTa

IIpunoxkenue I'9. Ouenka moJiexkyJasspHoro orsera npu Jedennu Ul u

AT
Tun oTBeTa Onpenenenue
CHuxeHHe aJlIeIbHOM Harpy3Ku MOJIEKYJISIPHOTO MapKepa
[ToHEBIN OTBET (JAK2V617F u mp.) 10 ypOBHS, HE MOAIAIOMIETOCS
OTIPEICTICHUIO

CHuxenne > 50 % oT ypoBHS IIpHU IEPBOHAYAIIBHOM
MCCJIEJOBAaHUM Y TIAIIMEHTOB C YPOBHEM aJJIEIbHON Harpy3Ku
< 50 % mpu mepBOHAYATHFHOM MCCIIEOBAaHUY WIIH CHIDKCHHUE
> 25 % OT ypOBHs IIpU IEPBOHAYAIILHOM UCCIIEIOBAHUHN Y
[MAlMEHTOB C YPOBHEM aJUIENIbHOM HAarpy3ku > 50 % npu
MepBOHAYAJIbHOM HCCIIEI0BAaHUU

Uactuunblil oTBET. MOXKeT
[IPUMEHSTHCS TOJIBKO IS
[alIEHTOB C YPOBHEM aJIICIILHON
Harpy3ku > 10 % npu
[EpBOHAYAILHOM HCCIIEI0BAaHUU

JI1060i1 OTBET, HE COOTBETCTBYIOIINI MTOJHOMY HITH

OTtcyTCcTBUE OTBETA
JACTHYHOMY OTBETY
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IMpunoxkenue I'10 Kpurepnu KJIMHUKO-TeMaTOJIOTHYECKOT0 OTBETA MIPH

Jgeuenuu DT

OtBer Kpurepuu orBera
1 TpomGormTtsr <400 x 10° /n
. 2 Her cuUMNTOMOB, OIOCPEIOBAaHHBIX 3a00JEBaHHEM
[lonuplii  oTBeT  (COXpaHEHHE

OTBETa B TCUYCHHE 12 HENemb)

(MHKpPOCOCYAMCTHIC HAPYIICHUS, 3Y/l, TOJOBHAsI OOJIb)
3 Hopmanwusie pazmepsl cenezenku (Y3U/KT/MPT)
4 Jletikormrer <10 x 10° /i1

KOHCTaTaHI/IH MTOJTHOH PEMUCCHUH BO3MOXKHA TOJIBKO ITPHU HAJIMYHUHU BCEX KPUTCPUCB

JacTHYHEIL OTBET
OTBETa B TCUYCHHE 12 HEnemb)

HaI_II/IeHTBI, KTO HC COOTBCTCTBYCT KPHUTCPUAM IIOJIHOI'O

(coxpaneHue|0TBETa

Tpomboruter <600 x 10° /n unu camkenue 6oxee 50% ot
HUCXOJIHOTO YPOBHS

Het oTBeTa

JIro60i1 OTBeT, KOTOpBIH HE YIOBJIETBOPAET KpPUTEPUIM
JaCTUYHOT'O OTBETA

Hpuiaoxenue I'11 Kpurepuu KIMHUKO-TeMaTOJOTHYECKOI0 OTBETA IPHU

JeyeHuu [IMO® (ITM®D, noct-UIl MD, noct-2T M®D)

Kpurepuit [lonHb1M OTBET HacTuyHbIN OTBET [Iporpeccus
CuMINTOMBI OtcyTtcTBHE
[losiBNIeHHE CUMIITOMOB
WHTOKCUKAIUHU [CHMIITOMOB
YMeHblIeHHE VYBennuenue
pa3zmepoB cene3eHkn >50% pa3MepoB ceneseHkn >50%
npu pazmepax <10 cm Huxkelnpu pasmepax <10 cM HuxKe
Cenese ebepHoii TH unmnjpedepHoi T WIH
He nansnupyercs peOCP Y peoeh o
HKa CHUKEHUE pa3MepoB|yBEIMUEHUE pa3MepoB
cenezeHkn  >30%  mpujcenesenku  >30%  mpu
pasmepax =10 cm Huxkepaszmepax >10 cm  Huxke
pebepHOt 1yru pebepHOl ayru
CHmxenue
Hb>20r/n WIn
YBenuuenue BO3HUKHOBEHHUE
>120 T/7; IS
Hb>20r/n, nHo <120r/n mpufzaBUCUMOCTHU oT
MaIMEeHTOB co .
I'emorn OTCYTCTBHH 3aBUCHMOCTH OT(TpaHC(y3Hii
crabuiapaeiM  HD>110 .
00uH T He HyOKIARONIHXCA TpaHcy3uil WK CHIKCHUE N MOBBIIICHUE
Y norpebHocTH ~ >50%  B[moTpeOHOCTH  >50% B
B reMoTpaHchy3usax
TpaHcy3usix TpaHCcy3usIX JUTST
MAIMEHTOB, HYXIAIOIUXCS
B reMOTpaHCPy3UIX
Cuumxenune >50% 06e3 IloBhIllIEHNE  BEIIIE
Jlerikon 410 x 109 HOpMaJIN3aluU IPUHOPMBI  WJIM  CHH)KCHHE
UTHI neiikornuTose >20 x 10%1  |Hwke HOPMBI, HE CBSI3aHHOE
W MOBBIIICHUE|C Teparuen
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Gomee yem Ha 1 x 10%1 6e3
HOpMaTH3aIuu
neiikornennu <4 x 10%/1

pu

Cumxenne >50% 6e3

HOpMaJTH3aI[HH npu
TPOMOOITUTO3E >800x10°/11 TloBpIIIIEHME  BEIIIE
T OM60 NN IIOBBIIIICHUC|HOPMBI 501058 CHHKCHUC
POMDO150 — 450 x 10%/x 0 P
IIATEI >50x10%/1 Oe3|HIKe HOPMBI, HE CBSA3aHHOE
HOpMaJu3aluu MIpH|C Tepanuen
TPOMOOLIUTOTICHUH
<100x10%n
IIpunoxkenue I'12 Yacrora 1MHAMUYECKOr0 00C/IeJ0OBAHNUS NAIIUEHTOB
¢ MuesonpoJindepaTuBHLIMH 3200/1eBAHUAMU (MCTUHHAS
MOJIUIUTEMHUS, ICCEHIUAIbHAS TPOMOOIUTEMHUSI, TEPBUYHBII
Muesa0¢pudpos)
Hccnenoanue [leproaMYHOCTS MOHUTOPHUHTA
AHamHe3 [1pu epBUYHOM OOpaleHUH MAIeHTa

dusnkaabHOE 00CIIEIOBAHNE

[Tpu kaxxqom oOpaleHuu

Onpocuuk MITH10

E>xeHenenbHO (MalKeHT 3al0JIHAET ONPOCHUK
CaMOCTOSITEJILHO)

OOmuii (KTMHUYECKNI) aHAIIU3 KPOBHU C
OIIpEJICJIEHUEM IT'€MaTOKPUTA, C
[10JICYETOM JIEHKOLIUTAPHOH (popMyIIBI

Ha MOMEHT ycTaHOBJIEHHsI TMarHo3a, 3aTeM He pexe 1
pa3a B TpU Mecsla WK Yalle B COOTBETCTBUHU C
YpOBHEM TPOMOOIIMTOB, JIEMKOLIUTOB, TEMOTJIO0NHA

buoxumnueckue nokasarenu (00t
0eJI0K, MOYeBHHA, KpEaTHHUH, MOYEBas
kuciora, ACT, AJIT, I'TT, LD,
X0JIeCTepHH, Tpuriauuepuast, JII,
CPB, roMOLIMCTECHH)

Ha MOMeHT ycTaHOBIICHHS AMArHO3a, 3aTeM He pexe |
pa3a B 6 MecsIeB IpU HAOIOIeHNH, He pexe 1 pa3a B
TPU MeCsLA IPU HUTOPENYKTUBHON TEpATUU

Koarynorpamma (mpoTpoMOMHOBBIN
nnnexkc, MHO, ¢ubpunoren, AUTB,
TpoMOuHOBOE Bpemsi, anTuTpoMOuH 111,
nporeuH C, npoteud S, D-numep,
arperaiusi TpOMOOITUTOR)

Ha MomeHT YCTAHOBJICHUA JHUArHO34a. I[anee - I10
KIIMHUYCCKHNM ITOKa3aHUSAM

MoneKyJISIpHO-TEHETHUECKUIT CKPUHUHT
MapKEpOB HACIEACTBEHHOMN
tpombodunuu (F2, F5, F7, F13A1,
PAI1l, MTHFR, MTR, MTRR)

OHOKpaTHO B ClTy4ae TPOMOOTHYECKUX COOBITHI B
aHaMHe3€e, OTATOIICHHOM CEMEHHOM aHaAMHE3€

OO6wmeH xene3a (hepputuH,
CBIBOPOTOYHOE YKEJIE30)

C 1MarHocTU4ecKoi 1eJbio, 3aTeM MPU Pa3BUTUU
aHEeMUH, CHWKEHUHU YPOBHs remoryioonHa Ha 20 r/i ot
WICXOJIHOTO YPOBHS, IIPH TOSBICHUH KITMHUYECKIX
NPU3HAKOB TKAHEBOT'O Ie(UINTA KeJe3a.

Y3U Opro1Ho# MOJIOCTH C
ONpEJICTICHUEM Pa3MEPOB MEUEHH,

Ha momeHT YCTAHOBJICHUA IWUArHo3a, 3aT€M HE PCIKC 1
pa3a B 1roa U JOIMOJHUTCIbHO 110 ITOKa3aHUAM
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http://fertilab.ru/tseny/kompleks-trombofilii-f2-thr165-met-f2-20210-f5-leyden-f5-gonkong-f5-kembridzh-1162/
http://fertilab.ru/tseny/geny-gemostaza-fgb-455-f2-20210-f5-leyden-pai-1-serpin-675-itga-2-a2-807-itgb3-b3-1565-f7-10976-f13a/
http://fertilab.ru/tseny/mthfr-677-mthfr-1298-mtr-2756-mtrr-66-1159/

CCIIC3CHKU, OHCHKOﬁ IMOpPTAJILHOI'O
KPOBOTOKaA

Y3U - nonmuteporpadust cocy10B
MOPTaIbHONU CUCTEMBI

[Tpu momo3peHnn Ha TPOMOO3 BOPOTHOM BEHBI, BETBEH
BOPOTHOM BEHBI, CEJIE3CHOYHON BEHBI, BEPXHEU
OpbikeeyHol BeHbl. [Ipu moaTBepxaeHun Tpomob03a —
He pexe | paza B 12 mecsues, yanie — 1o KIMHUYECKUM
MOKa3aHUSIM.

TpenanoOuoncHsi KOCTHOTO MO3Ta C
T'MCTOJIOTHUECKUM HCCIIEOBAaHUEM U
T'MCTOJIOTHYECKOU OIIEHKOI CTEIEHN

¢hubpo3a

[Ipu ycTaHOBIEHNUN TUATHO34, 1ajiee IMPH MOSBICHUH
MPU3HAKOB, CBUETENIbCTBYIOMINX O MPOrPECCUPOBAHUN
3a00eBaHus (aHEMUS, Pa3BUTHE JICUKOIMTO3a, C/IBUTA
BJICBO B JICHKOIUTAPHOU (pOopMyIie, TOBHIIIICHUE YPOBHS
ceiBopoTouHoro JIJII', mosiBlieHHE CIIJIEHOMETaluu).
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