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TepMuHbI U onpeneIeHUs
Muenopuépo3 — 310 MOPQOJOTHUECKUN TEPMHUH, KOTOPBIA XapakTtepuszyeT ¢(udpo3

CTPOMBI KOCTHOTO MO3ra C BBITECHEHHMEM 3JEMEHTOB TIeMOI033a, BCTpEYaeTcss IMpu
METACTAaTUYECKOM H JHM(POMHOM TMOPAKEHUSX KOCTHOTO MO3ra, OCTPBIX JIEHKO3aX,
Muenoauciuiactuaeckux cuaapomax, MJIC/MITH, xpornndeckom muenosneiikoze BCR-ABL1+,
BOJIOCATOKJIETOYHOM Jieiiko3e. Cpeir HeOmyX0JIeBOM MaToJ0Tu MUETT0(UOPO3 B KOCTHOM MO3Te
MOKCT BCTPCUATLCA IMPU I/IH(l)CKI_II/IOHHBIX U ayTOMMMYHHBIX 3a6OJI€BaHI/I$IX, Ha MO3JHHUX JTallax
HEKpO3a KOCTHOTO MO3Ta pAa3IMYyHOM OSTHOJOTHUU  BCIEACTBUE (PUOPOTUCTUOLUTAPHOU
nponudepanuu ¢ 3amernieHueM GUOPO3HON TKaHBIO HEKPOTH3UPOBAHHOTO KOCTHOTO MO3Ta, WU

BBISIBJISIETCS [TPH MIOBTOPHOM TPENaHOOMOIICHUU U3 ATOTO ke ydacTKa MOAB3JOIIHON KOCTH.

1. KpaTkasi ungopmanus mo 3a00J1eBAaHNI0 UM COCTOSTHHUIO (rpynime

3a200J1eBaHUI MJIU COCTOSIHMIA)
1.1 Onmnpenesienne 3a0o0JieBaHMsl WJIM COCTOSIHUSI (Tpynnbl 3a00/1eBaHUM WM

COCTOSIHUI)

[TepBuunbiii muenopuodpo3 (IIM®D), ucrtunnas nomunutemust (UI1) u scceHnmanbHas
tpomborutemun (DT) — rpymnma TeTeporeHHbIX 3a00JIEBaHMM CHUCTEMBI KPOBETBOPEHHS,
U3BECTHBIX MOJ oOmmM Ha3zBaHueM «Ph — HeraTtuBHble MHenonposrdepaTUBHbIC
HOBOOOpazoBanus» (MIIH) [1-5]. MIIH mnpencraBisioT coOoi KJIOHAJNbHBIE 3a00JIeBaHUSA,
BO3HUKAIOIINE HA YPOBHE CTBOJIOBOW KPOBETBOPHOU KIIETKH, XapaKTePU3YIOTCS Mpoiaudepanueit
OJIHOU min OoJjiee KJIETOYHON JTMHUU MHEJION033a B KOCTHOM MO3T€ C MPU3HAKAMU COXPAaHHOU
TEPMHUHAILHOM b hepeHIMPOBKH, COTIPOBOXKAAIOTCS M3MEHEHUEM nokasarenen

nepugepudeckoit Kposu [ 1-6].

Hcerunnas moauuuremusi (MII) — xnonansHoe MIIH, kotopoe xapakrtepusyercs
nponudepanneit SpUTPOUIHOTO, IPaHYIOLUTAPHOT0, METAKAPUOLIUTAPHOTO POCTKOB MUEJION033a
C TPEeUMYINECTBEHHON mposmdepanueil SpUTPOUIHOTO POCTKA KPOBETBOPEHHS (ITAHMHUETIO3),
YBCIMYCHUCM KOJIMYCCTBA OSPUTPOUWUTOB W IMOBBINICHUCM KOHICHTPAIUU FCMOFHOGI/IHa,
TPOMOOIIUTO30M, JIEHKOIIUTO30M B KpOBH (TIAHIIUTO3), HE3aBUCUMOCTBIO JPUTPOTOI3a OT
HOpPMAaJIbHBIX MEXaHU3MOB IUTOKMHOBOM perynsuuu. [loutu Bce 60bHbIE SBISIOTCS HOCUTENIIMU

mytaiu V617F B rene JAK2 nnu apyroit pyHKIMOHAIBHO CXOTHON MYTallUH.

JdccennuanbHasa Tpomoonuremuss (IT) — ximonansHoe MIIH ¢ HekoHTposmMpyeMoin

nponudepanueil MerakapHoOLWTOB, XapaKTepU3yeTCs TMOBBIIIEHHBIM YHCIOM KPYHHBIX U



T'UTaHTCKUX MEraKapHOIMTOB B KOCTHOM MO3Te, TPOMOOIIMTO30M B KpoBH (>450x10°/1), BBICOKHM

pUCKOM TpoMOO30B W/MIIN KPOBOTECUCHHUH.

IlepBuunblii  muenopuopos (IIMP) - wmopdosornueckuii TEPMHUH, KOTOPHII
xapaktepuszyeT (uOpo3 CTPOMBI KOCTHOTO MO3ra C BBITECHEHHEM JJEMEHTOB TI'€MOI033a.
Beigenstor  muenodubpo3  mepBuunbiii  ([IM®) u  BO3HHKIIMIA B pe3yibrare
nporpeccupoBanus/Tpanchopmanyu UIT wnm OT. [leppuunsiii Muenodudpo3 Bo3uukaeT de novo,
XapaKTepU3yeTCsl KJIOHAIBHOU TpoJiudepalield CTBOJIOBBIX KJIETOK, aHOMaJIbHOM JKCTIpEecCHen
LUTOKUHOB, ¢bubpo3om KOCTHOTO MO3ra, renaTocrieHOMeranuei BCIIEJICTBUE
AKCTPAMEYJUIIPHOTO T'€MOIMO033a, CUMIITOMAaMU OITyXOJIEBOM MHTOKCHKAIIMM, KaXEKCHEM,
JEHKO3pUTPOOIACTO30M (COCTOSIHUE, KOTOPOE XapakTepu3yeTcsl JIEHKOIUTO30M, CIIBUTOM
JEHKOUUTApHOW (OpMysIbl 10 OJACTHBIX KIIETOK, IOSBJICHHEM B KPOBH 3pUTPOOIACTOB),
MIPOTPECCUPOBAHUEM C MCXOJIOM B OCTPBIA MHUEJIOUIHBINA JIEUKO3, HEBBICOKOW BBIKMUBAEMOCTHIO.

Bropuunslii Muenopudpo3 Bo3HUKaET mpu nporpeccupoBanun/rpanchopmarn UIT wnm OT.

MuenonpoaudepaTuBHoe HOBooOpa3oBaHue HekyaccuuumupoBannoe (MIIHH).
CornacHo pekoMeHaanusaM BeemupHoii opranuzanuu 3apaBooxpanenus 5 uznanus (BO3) 2024
r. [6], maHHBII AMArHO3 CIenyeT MCIOJIb30BaTh MPU HAIWYMU KIMHUYECKUX, TAOOPATOPHBIX H
TUCTOJIOTHYECKUX (M0  TpemaHoOWomTaTy KOCTHOro wmo3ra) npuzHakoB MIIH, He
COOTBETCTBYIOIIMX KaKOW-THOO OMpeaeIeHHOW HO30JI0THUecKoi ¢dopme Kiaccudeckux Ph-
HeratuBHbIX MITH. Yame Bcero 3Ty KaTeropuio UCHOJIB3YIOT HA PAHHUX CTaIusAX 3a00JeBaHUS
(MaHudecTanus) OpU  PACXOXKICHHUM  MEXKIY  KIMHUYECKMMH, JAaOOpaTOPHBIMH U
MOP(OJOTHUESCKIMU TaHHBIMU; Ha CTaANH (PrUOP03a CTPOMBI KOCTHOTO MO3Ta/0CTEOCKIIEPO3a MPH
WCKITFOYCHUH MUEJIOIUCINIACTUISCKUX CHHIIPOMOB WiH 3aboneBanust u3 rpymnmnsl MJIC/MIIH ¢
¢ubpo3zom ctpomsl; B (aze axceneparmu (10-19%) OmacTHBIX KIETOK B KOCTHOM MO3T€ HIU
kpoBu; OnactHoM kpuse (BK) ycranoBnennoro panee MIIH; B cimywasx coueranus MIIH c
BOCTIAJIUTEIPHBIMU, META0OIIMYECKUMU WM OITyXOJIEBHIMU 3a00JIEBaHUSMU, MACKUPYIOIIUMU
OCHOBHBIC TIPU3HAKU TOW WJIM MHOW Ho3o0siorudeckoit popmbel. MITHH He auarHoctupyercs npu
MajoM s JWarHOCTUKM 00beMe TpemaHoOMonTata KOCTHOIO MO3ra, OTCYTCTBUU
MPEIOCTaBIICHHBIX BpadyaMH aHAMHECTHYECKUX, KIMHUYECKUX, JTaO0OpaTOPHBIX JIaHHBIX,
NPOBEJICHUN  MPEIIISCTBYIOMIEH  Tepamud  LUTOCTATMYECKUMH  TIpernapatamu WA
KOJIOHUECTUMYJIUPYIOMIMMHU (haKTOpaMH, HAJTUIHH peapparkupoBok reHoB PDGFRA, PDGFRB,

FGFRI, BeisiBnenun xumepHoro reia BCR::ABL1 [6].



1.2 JTrosoruss U maroreHe3 3a00JieBAHUSI MJIM COCTOSIHUS (TPynInbl 3a00/1eBaHUM
WU COCTOSIHUIA)

Oruonorna MIIH 1o cux mop He ycTaHoBieHa. Benymieil rumore3oi sBisercs
MHOT0O3TalTHOCTh BO3HUKHOBEHHS 3a00JIeBaHUsS, NMIPU KOTOPOW MpPenpacnoiokEHHOCTh K HEMY
peanusyercss MOJ BO3ACUCTBUEM BHEIIHMX (PAaKTOPOB, MOBPEKIAIONIMX T€HOM HOPMAaJbHOM
KJIETKM U TMPUBOJASIIMX K BO3HUKHOBEHHUIO KJIOHA C HAKOIUJICHUEM JabHEUMIINX T€HETUYECKHUX
COOBITHIA, YTO COMTPOBOXKIACTCS KJIOHATBHOM IBOIONHEH [ 5, 6].

Mytaunu B reHe JAKZ BO3HUKAIOT Ha YPOBHE T'€MOMNOATHYECKHX CTBOJIOBBIX KIIETOK
(xkneTku-nipeAmecTBeHHUKN) [7]. Mytamus B 14 sx3one reHa JAK2 (JAK2 V617F) BeisiBasieTcs
6omnee yem y 90% maruentos ¢ UIT u y 60% ¢ OT wnu M@ [8, 9]. Myrauuu B 12 5k30He TeHa
JAK?2 6pun onucansl y 2—3% nanuentos ¢ W11, npuuem Bexymum MophoIOTHYeCKUM MTPU3HAKOM
SBJISICTCS Tpordepaus SpuTpougHoro poctka [10].

Mytammuu B TeHe, KoaupymoimeMm pernentop tpombonodtuHa (MPL WSI15L/K),
HabroaroTest mpuMepHo y 5—8% Bcex manueHToB c MO ny 1-4% ¢ 9T [11].

Myrtammu B 9 sx30He reHa CALR nabmonatorcst npumepHo y 20-35% Bcex MalueHToB ¢
OT u M®, uto cocraBmser 60-80% cnyuaeB JAK2/MPL-neratuBabix DT u M® [11-13].
HawnbGonee wacteiMu BapuanTamMu MyTtanuii B reHe CALR SIBASIOTCS AeNenuu 52 map OCHOBaHUMN
(tum 1) u BctaBku 5 map ocHoBanui (tum 2). OT™MeuyeHo, uto myranuu B rene CALR 1-ro Ttuma
yaile BcTpevarorcs y nanueHTos ¢ [IM®, a myrauun B rene CALR 2-ro Tuna npeuMyuecTBEHHO
cBsizanbl ¢ OT [14].

MyTtaruu B TreHaxX, KOTOpbIe y4acTBYIOT B mepemaue curHama (CBL w LNK/SH2B3),
monupukanuu xpomaruna (TET2, EZH2, IDH1/2, ASXL1 u DNM3TA), cinaiicuare PHK (SF3B1,
SRSF2 u U2AF 1) u cynipeccun onyxodeit (reH 7P53) TakKe MOTYT OBITh BBISIBJICHBI Y TIAIIICHTOB
¢ MIIH [15].

TpoitHO# HEraTUBHBIN BapUaHT, MPEANOJIAralofil OTCYTCTBUE MYyTalMi B reHax JAK2,
CALR, MPL, Bctpeuaercs npuMmepHo y 10% nanuentos ¢ [IM® u sBisieTcsi IpOrHOCTUYECKH
HeOaronpusTHeIM [15].

VY 6onpHbIX [IM® ¢ myranusmu B rene CALR niokazatenu ob6mieit BeikuBaemoctu (OB)
Jy4llie, B CPAaBHEHHUH C MAlMEHTaMHM, Y KOTOPBIX onpenensatorcs myrauu JAK2 V617F wnu MPL
W515L/K. MenuaHa BbKMBaeMOCTH OblIa 3HAYUTEIHHO BHINIE y AIMEHTOB ¢ MyTanuei Tana 1,
yeM ¢ TunoMm 2 [14]. Meaunana OB cocraBuna 18 ser y nanuentos ¢ myrauusimu B rene CALR, 9
net - ¢ myranueit JAK2 V617F unu myramueit MPL W515L/K, 3 rona — y 60JBHBIX C TPOHHBIM
HeraTUBHBIM ctatycoMm [17]. B MHOTO(aKTOpHOM aHanmu3e, C MOMPaBKON HA BO3PACT, MyTallMH B

reHe CALR coxpaHWIM CBOIO 3HAYMMOCTH 10 cpaBHEHHIO ¢ myTauueit JAK2 V617F (p = 0,019)
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WIM TPOMHBIM HeraTuBHBIM cTaTycoM (p <0,001). JlecaTuneTHsss KyMyJISTHBHAs 4YacToTa
nporpeccupoBanus ¢ pazButueM bK Taxke Obuia Huxke (9%) y MaMeHToB ¢ MyTaIUsIMU B TeHE
CALR mo cpaBaenuto ¢ 19% y OonpHbIX ¢ mMytanueit JAK2 V617F, 17% - ¢ myrauueit MPL
W515L/K u 34% - ¢ TpoiiHbIM HeraTuBHBIM 3a0oseBanueM [17]. Y 6onbHbIx [IM® ¢ myTanusamu
B reHe MPL oTmMedaeTcsi HU3KUH YpOBEHb IeMOTJIOONHA TPH MMOCTAHOBKE JIMAarH03a W BBHICOKUUN
PUCK pa3BUTHS TpaHC(]y3nOHHOM 3aBucuMocTH [18].

Mytammuun B renax ASXLI, EZH2, SRSF2, TP53, IDHI, IDH2, U2AFI cuuTaiooTtcs
MYTAIUSIMUA BEICOKOTO MOJICKYJISIPHOTO prcKa, cBsizaHbl ¢ xyamend OB u BenkuBaeMocTsio 6e3 bK
[19]. Myramuu B renax ASXL1, EZH2, SRSF2, U2AF 1, RAS onpeaensitoT NporHo3 B OTHOIIEHUHU
OB, torna xak myranuu B reHax ASXL1, SRSF2, TET2, TP53, IDHI/2 sBASIOTCA MPEIUKTOPaAMU
pucka BK y manmentoB ¢ [IM® [18]. Meanana OB y manueHToB ¢ XOTS OBl OJJHOM MyTaIuei B
MPOTHOCTUYECKN 3HAYMMbIX TeHaxX (ASXLI, EZH2, SRSF2, IDHI, IDH2) no cpaBHEHHIO C
OOJBLHBIMU, Y KOTOPBIX MYTallUU HE OMPENENSIOTCS HU B OJHOM U3 3TUX T'€HOB, cocTaBuia 81
npotuB 148 wmecsueB (p <0,0001) [20]. Onpnako wu3onupoBaHHBbIE MyTauuu B TeHe ASXLI
COXPAaHSIIA CBOIO MTPOTHOCTUYECKYIO0 3HAYUMOCTD T0CTIe yaeTa (pakTOpOB MPOTHO3a, BKIIFOUEHHBIX
B uHuekcel IPSS, DIPSS, DIPSS plus. Ha mokaszarenu OB u BbDKMBaeMoCTH 0€3 Jeiko3a
OKAa3bIBAET BIIMSIHUE YUCIIO BBISBICHHBIX MyTannii. Mennana OB coctaBuiia 3 roga y naiiueHTOB
¢ IByMs iin 60Jiee MyTallMsIMHA BEICOKOTO MOJIEKYJIIPHOTO PHCKA 10 CPaBHEHUIO ¢ 7 1 12 romamu
y OOJBHBIX C OJHOW MyTarued u 0e3 MyTaluil COOTBETCTBEHHO. BhDKHMBaeMOCTh 0e3 Neiko3a
Obuta paBHa 7, 11 net u 27 net cooTBeTCTBEHHO [21].

VY namuentoB ¢ noct-UIl n noct-OT M® nporHocTuyeckoe 3HaYE€HWE MYTalMil B T€HAX
ASXLI1, EZH2, SRSF2, TP53, IDHI, IDH2, U2AF 1, 3a uckiitoueHruem myrtauuu B rene SRSF2, ne
yCTaHOBJIEHO [22].

UIT ¢ myranmeit B sx30He 12 JAK2 xapaktepusyercs 0oJjiee BBICOKON KOHIIEHTpaIuei
reMorJioonHa, a TakXke HU3KUM YHCIOM TPOMOOIMTOB, JEMKOLIUTOB KO BPEMEHHU MOCTaHOBKHU
nuarHo3sa o cpasaenuto ¢ UII ¢ myramueit JAK2 V617F. Pucku TpoMOOTHYECKUX OCTIOKHEHUH,
nporpeccupoBanusi ¢ paszButrueMm noct-MII M®, BK He 3aBUCAT OT MOJEKYJSIPHOIO CTaryca
naieHTa. OJIHAKO YHUCIIO JIETaJbHBIX MCXOJOB 3HAUUTEIHHO BBIIIE y MAIIMEHTOB C MyTaluen
JAK2 V617F [23].

OT ¢ wmyramusmu B reHe CALR xapakrepusyercss Oosiee MOJIOJIBIM BO3PacTOM,
npeodsiaJaHueM MYXKYHUH, BBICOKUM KOJHMYECTBOM TPOMOOIIMTOB, HHU3KOW KOHIIGHTpAIuen
reMOrJIoOMHa, MEHBUINM YHCJIOM JICHKOIIMTOB U MEHBIIMM PUCKOM PA3BUTHS TPOMOOTHUECKHX
ocinoxxkHeHut, uem DT ¢ myranuei B rene JAK2. B To xe BpeMs Hanuuue myrtarui B rene MPL

MOXET OBITh CBA3aHO C BBICOKUM pUCKOM TpaHcopmauuu B noct-OT M®. ¥V Gonpubix OT ¢
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MyTtauusiMu B reHe CALR 1o CpaBHEHMIO C MyTalusMu B TeHe MPL oTMedaeTcsi HU3KHil PUCK
TPOMOOTUYECKUX OCIOKHEHUH, TIpU aHAJOTHYHBIX YPOBHSX T'€MOIJIOOMHA, KOJHUYECTBE
JeUKOIUTOB U TpomOomuToB. Mytamuu B reHe CALR He BIMSIOT Ha PUCK TPOMOOTHYECKUX
ociioxHeHuH, nokazarenu OB, mporpeccupoBanue 3aboaeBanus ¢ pazButreM mocT-2T M® unun
bK [24].

[lupokoe wucnonb3zoBanue NGS (CEKBEHHpPOBaHME HOBOI'O IIOKOJIEHHUS) ITO3BOJIMIIO
BBISIBUTh HEOJIArONpPHSTHBIE MyTallud B psne TeHoB y mamueHtoB ¢ UIT u DT, ces3aHHbIE C
MOBBIIICHHBIM PUCKOM TpoTpeccupoBaHus 3aboneBanus ¢ pasputueM bK [25]. V manueHToB ¢
NIT nanmuuue xots Ob1 omHOU MyTanuu B TeHax ASXLI, SRSF2, IDH?2 ObU10 acCOIMUPOBAHO C
xyameit OB u BbpkuBaeMocThio 0e3 M@, HO He OKa3bIBAIO CYHIECTBEHHOTO BIMSHHS Ha
nokazarenu OB 6e3 BK [26]. ¥ manuenToB ¢ DT myrauuu B renax SH2B3, IDH2, U2AF1, SF3B1,
EZH2, TP53 Obimu uaeHTU(DUIIMPOBAHBI KaK 3HAYMMBIE MPOTHOCTHYECKH HEOIaronpusiTHbIC
daktopel B otHomeHnu OB, BepkuBaemMoctu 6e3 M® u BK. Pazsurne moct-OT M® wame
HaOJI0/1a7I0Ch Yy TMAIMEHTOB ¢ MyTanusMu B reHax SF3B1 wu IDHI/2, X0Ts IOCTOSTHHO BBICOKOE
WIN CTa0WIbHOE yBENTMUYEHHE aiesnbHo Harpysku JAK2 V617F Ha ¢oHe HUTOpeayKTUBHOU
Tepanuu ObUIO CaMbIM 3HAYUMBIM MPEABECTHUKOM MPOTPECCUPOBAHUS C Pa3BUTUEM BTOPUUHOTO
Mo [27].

1.3 Dnuaemuosioruss 3a00/1eBaHUSA WJIHM COCTOSIHUSL (Tpynmbl 3a00J/ieBaAaHMH WU
COCTOSIHMA)

B psane uccnepmoBanmii cooOmaercss o pocte 3aboneBaemoctn MIIH 3a mocnemgnee
JECATUIIETUE, KOTOPOE CBS3bIBAIOT HE TOJIBKO C MOCTOSIHHBIM COBEPIIEHCTBOBAHUEM KPUTEPUEB
JTUATHOCTHKY U KiaccuuKanuu 3Tux 3a0oneBanuii. OTHaKO MHOTHE MCCIIEAOBAHMUS BHITIOTHEHBI
C Y4eTOM JaHHBIX, moiaydeHHbIX 10 2008 T., 1 OCHOBaHb Ha Oojee paHHUX MOAXOJaX K
nuarnoctuke MITH [28, 29].

OOmiast cranmapTU30BaHHAs 3a00JeBAaeMOCTh OCHOBHBIMU Ph-nHeratuBupivu MIIH B
[IIBennu Obina paBHa 4,45 (4,34 — 4,56), U1 — 1,48 (1,42 -1,54), OT 1,6 (1,53- 1,66), [IM® 0,52
(0,48 — 0,56); B ABcTpanuu 2,3 (2,25- 2,35), 111 0,90 (0,87 — 0,94), 3T 0,95 (0,92 — 0,98), [IMD
0,45 (0,42 — 0,47); B Kanane 2,72 (2,63 — 2,78), UII 0,44 (0,41 — 0,47), 9T 1,16 (1,11 — 1,21),
[IM® 0,8 (0,76 — 0,84); B benapycu 1,96 (1,86-2,07), UTII — 0,93 (0,86-1,01), 9T — 0,63 (0,57—
0,70), IIM® — 0,40 (0,36-0,45) ma 100 000 nacemenus [29-33]. I'pyOwie moka3zaTenu
3aboneBaemocTtu B Cankt-IletepOypre mpu UII cocrasumm 0,83 (0,50 — 1,15), 9T 1,00 (0,60 —
2,10), IIM® 1,01 (0,65 — 1,35) [33].
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IIpencraBneHHble pa3auyus B 32001€BaEMOCTH BEPOSITHEE BCETO CBSI3aHbI C HEJOCTATKAMHU
NEPBUYHOM JUArHOCTUKM U OTCYTCTBHEM €IUHOM CHUCTEMBl Yy4deTa, a HE pa3Iu4HOU

pactpoCTpaHEHHOCTHIO 3200JIeBaHUIA

1.4 OcobeHHOCTH KOANPOBaHUS 3200/ 1eBAHUS WIH COCTOSIHUSA (TPYNIbI 3200/1eBaHUI
WIH COCTOSIHMI) 1o MeXIyHApPOAHOH CTATHCTHYeCKOH Kiaaccupuxkanmu O0ose3Hed u
NnpooJieM, CBA3aHHBIX CO 3/10POBbEM

D45 TMomumureMuss HCTUHHAS

D47.1 Xponuyeckast MuesnonpoaudepaTuBHas 00JIe3Hb
D47.3 DccennnanbHas (reMopparuieckas) TPOMOOITUTEMUS
D47.4 Octreomuenodudpos

D75.1 Bropuunasi noauuTeMus

1.5 Knaccupuxkanuss 3a00/1eBaHUSI WIH COCTOSIHUS (rpynnbl 3a00J1eBaHUNl WU
COCTOSIHMA)
B cootBerctBum c knaccuduxammerr BO3 5 uza. 2024 r. rpynna MIIH o6benunser

BOCEMb HO30JIOTHYECKH OYEePUCHHBIX (hopM 3a00JIeBaHNUIA:

1) xpoHHueckuii MUeIOUIHBIN Neliko3 BCR::ABLI+;

2) XpOHUYECKUN HEUTPO(DUIBbHBIN JTEHKO3;

3) UCTUHHAS TOJIUITUTEMHUSI;

4) scceHIIMANIbHASI TPOMOOIIUTEMHS;

5) nepBuuHbIi Muenodudpo3 (mpedudposHas craaus u GuOpo3Hast cTaaus);
6) XpOHUYECKUH 303MHO(DUIBHBIHN JIeHKO3;

7) YOBEHUJIbHBIN MUEIIOMOHOLIUTAPHBIN JIEHKO3;

8) MIIH nexmnaccudumupoantoe [6].

1.6 Knuau4yeckasi KapTHHA 3200J1eBaHNs UJIH COCTOSTHUS (TPYNNbI 3a00J1eBAaHUI HJIH
COCTOSIHUI)

KiimHn4yeckass KApTHHA MCTUHHOM MOJIUIUTEMUH

Hns WIT xapakTepHO HaJIM4ME ABYX OCHOBHBIX CHHAPOMOB — IIETOPUYECKOTO U
MUENONPOIr(epaTUBHOTO.

IIneropuyeckuii cuHAPOM (OT <«IUIETOpPa» — IIOJHOKPOBUE) XapaKTEpU3yeTCs
YBEJIMYEHUEM MaCChl LUPKYJIHUPYIOIUX SPUTPOLMTOB, YTO MPHUBOIUT K IMOSBICHUIO Kajo0 Ha

TOJIOBOKPY’KEHHUE, TOJIOBHBIE OOJH, YXYALLIEHUE 3PEHUSI, KOXKHBINA 3y, IPUCTYIbl CTCHOKAPAHH.
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[Ipu ocmoTpe KOXa W BHUAMMBIC CIM3UCThIE OOOJOYKH C KPACHO-CUHIOIIHBIM OTTEHKOM.
[MonoxxutenpHblit cumnToM Kynepmana - m3MEHEH IIBET MATKOTO HEGA MPU COXPaHEHUH OOBIYHOM
okpacku TBepaoro HEOGa. CocyaucTble OCIOKHEHUS — apTepualibHble U BEHO3HBIE TPOMOO3BI
a000M  JTOKanu3anuu. MHKPOCOCYAMCThIE OCIOXKHEHUSI — «MYLIKA Teped  Tia3aMuy,
TpaH3UTOpHAs UIIEMHUYECKasl aTaka, S)pUTpOMeaNrus (IPUCTYIIbl MOKPACHEHUS MalblEB PyK U
HOT', KOTOPBIE COMPOBOXK/IAIOTCS OOJIBIO U JKKECHUEM.

MuenonpoaudgepaTuBHbIii CHHAPOM OOYCIIOBJIEH THIEPIUIa3ueil TpeX pPOCTKOB
KkpoBeTBopeHUs. [lposiBisieTcs KOXHBIM 3yI0M, MOTJIMBOCTHIO, CJIa00CTHIO, MOBBIIIEHHON
TeMIiepaTypoi Tema, 0osneil B KOocTsaX. [IoBBIMIEHHBIN pacmaa rPaHyJIOIMUTOB COMPOBOXKIACTCS
HapyleHneM oOMeHa ypaToB, YTO MPOSBIISAETCS MOUYCKHUCIIBIM TUATe30M, 00pa30BaHUEM KaMHEH
B [10YKaX, IOJarpoi, nogarpuueckoil nonuaprpainrueil. CrimmeHoMeranus (pexe — renaToMeranus)
MOXXET OBITh OOYCJIOBIICHAa YBEIUYCHHEM CEKBECTPHUPYIOIIEH QYHKIIMHM CENIe3eHKU. XapaKTepeH
MaHIMTO3 B KpoBH [37].

KinmHn4yeckasi KapTHHA 3CCEHIMATBHOH TPOMOOMTEMHU U

VY 6onbHpix DT Moryr HabmomaTbesi OOIIETO XapakTepa: YTOMIISIEMOCTh, CHHXKEHHE
KOHI[EHTpAallUu BHUMaHUS. MUKPOIMPKYISATOPHBIE OCIOKHEHUSI MPOSBISIOTCS O0J€3HEHHBIMU
MOKPACHEHUSAMH B OOJIACTH TAJbIEB PYK U HOT, OTEKOM M OKCHHEM (IPUTPOMEIIAJITHS).
Hapymenust MUKpOLMpPKYJISLHMM TOJOBHOIO MO3ra (TPaH3UTOPHBIE MIIEMUYECKHE AaTaKH)
NPEICTABISAIOT CO00M MEPUOIUUECKUE MPEXOAIINE HAPYIICHUS 3pEeHUs, peur (Au3apTpusi) Win
MOXOJIKH, TOJIOBHYIO 00JIb, HapyIIEHHWE SICHOCTH CO3HAHUS, T'OJOBOKPYKEHHUS WJIM MUIPEHb.
TpomOoambonuss — Hamboyiee pacmpoCTpaHEHHOE M OMacHoe ocioxHeHue npu  OT,
BBIpa)Karolieecs B TpoOMO03ax BEHO3HOH U apTepHUaIbHOM CHCTEM, B YaCTHOCTH, KPYITHBIX COCYIOB
OpIOIIHOM TONOCTH (BOPOTHOW BEHBI M €€ BETBEH, CENe3€HOYHOW M OpBDKECUHBIX BEH), BEH
HIDKHUX KOHEYHOCTEH, KOPOHApHBIX apTepui, apTepHil roJoBHOro mMo3sra. ['eMopparnueckue
OCJIO’)KHEHHUS — KpOoBOTeueHHs. Bo Bpemsi OepeMeHHOCTH OTMeuaeTcsl MOBBIIIEHHAs 4YacToTa
CHIOHTAHHBIX HEBBIHAIIMBAHUN OCPEMEHHOCTH, IUIAIICHTAPHBIX HH(APKTOB C IMOCIEAYIOIIUM
HapyILIeHHeM pocTa U rudensio miona [1, 2, 3, 35-37].

Kinununyeckasi KAPTHHA EPBUYHOI0 Muea0(pudpo3a

®a3pl [IMOD

B wimnnueckom TeueHnn I[IM®  Beimensoor  (aspl, OTpakalolue — CTENeHb
nporpeccupoBaHusl 3a0o0JeBaHus: XpoHUUecKas (asa, ¢asza akcenepauuu, TepMUHaIbHas (asa
OyacTHOM TpaHchopMamMu, Wi OJacTHBIM Kpu3. XpoHudeckas (aza sBIsSETCS HaYaIbHOU
craaueit [IM® u nuarnoctupyetcst y OonpimuHCcTBa (>90%) BIiepBbIe BBISIBICHHBIX MAI[IEHTOB.

Hauboiee XAPaKTCPHBIMU TPHU3HAKAMU ABJISIIOTCA U3MCHCHHA KIIMHUYCCKOTO aHAJIM3a KPOBU
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(JTeKo3pUTPOOIACTO3, TOCTETICHHBIM CIBUT B HEHTPOPHIBHOM H JPUTPOHIHOM psgax o0
MOJIOJBIX (POPM € HAJTMUUEM IIPOMEKYTOUHBIX (HOPM CO3pEBaHUS ), YBEIMUEHHE Pa3MEPOB MEYCHU
U CEJIE3€HKH, HAJIMUNE CUMIITOMOB OITyX0JIEBOM MHTOKCUKAIIMU (JINXOpajKa, IOTepsl MaccChl TeNa,
npody3Hble HOuHble TOTHI). Pasza akcenepanuu auarHoctupyercs npu Hamuuuu 10-19%
OJIaCTHBIX KJIETOK B KOCTHOM Mo3re wuiu mnepudepuueckoir kpou [84]. BK sBusercs
TEPMUHAJIBLHON CTaJAMe pa3BUTHUA MATOJIOrH4eckoro mpouecca npu [IM®. JluarHocTu4ecKum
kpurepueM bK npu [IM® sBrsiercst Hanuume B nepudeprudeckoil KpOBU WIM B KOCTHOM MO3Te He
menee 20% OmacTHBIX KIeTOK [84].

Cragun [IM®

B xnmaccudukarmmm BO3 5 wuzn. 20224 1. BeigensoT npeduOpo3HYIO/paHHIO H
¢ubposznyro cragun IIM®. [luddepeHnuanbHyl0 TUArHOCTUKY CIIEAYyeT MPOBOAUTH Ha
OCHOBaHUU TUCTOJIOTUYECKOTO UCCIIEIOBaHUS TPENaHOOMOINTaTa KOCTHOTO MO3ra, 1a00paTOPHBIX
XapaKTepUCTUK,  KIMHUYECKWX  JaHHbIX. [IpeduOpo3nas  craguss  Xapakrepusyercs
TUIEPKIETOYHOCTBIO  KOCTHOTO MoO3ra €  pacIIMpEeHUEM TPaHYJIOLUTApPHOIO  pOCTKa,
nposndepanueil MerakapuoIMTapHOTO POCTKA C aTUIHUEH, HapylIeHHeM TUCTOTonorpaguu u
CTPYKTYpbI METaKapUOIIUTOB, OTCYTCTBHEM MJIM MUHUMAJIbHBIM PETUKYJINHOBBIM propo3om (MF-
0/MF-1 o EBpomnetickoii cucteme rpanaiun). [Ipedudposnas cragus [IM®D oTBeuaeT OCHOBHBIM
kputepusim knaccudukarmu BO3, HO JelkospuTpo01acTo3, CIJICHOMETANINUS M aHEMHs dalle
BCEr0 OTCYTCTBYIOT. B KIMHMUYECKON NpakTHKE IOSBICHUE AHEMHH, IIOBBIIIEHUE YHCIIA
JEUKOIUTOB WM KoHIeHTpauuu JIJII' B CBIBOPOTKE AOJIKHBI HACTOPOKUTHh Bpaya U 3aCTaBUTh
nepecMoTpers  AuarHo3.  ®dubpoznas  craguss ~ MOPQOJOTHYECKH  XapaKTepU3yeTcs
PETUKYJIHHOBBIM, KOJUIAar€eHOBBIM (uOpo3oM koctHoro mosra (MF-2/MF-3 mo EBpomneilickoii
CUCTEME TIpajalliu), PEeAyKLHEN 3pUTPOMIHOIO POCTKA, BBIPAKEHHOM aTUNMENW 3JIEMEHTOB
MerakapuoiuTonos3a. KinHudeckass KapTHHA XapaKTepU3yeTcs CIJIEHOMErajuei, aHeMHel,
noBeIieHreM aktuBHocTH JIJII', nelikospuTpoOiacTto3oM B TemMorpamme, IMOSIBIEHHUEM
KaIlJIEBUAHBIX 3PUTPOLIUTOB [85].

Kiannuveckas kapTuHa

Kmuanueckass kaptuna npu [IM® xapakTepu3yeTcss MHOTOOOpa3ueM MPOSBICHUH.
HavanpHblii nepuos O6ofie3HHM y OONBIIMHCTBA MAIIMEHTOB HAa MPOTSIKEHUHM PsiAa JET MOXKET
nporekatb OeccumnTomMHO. Hepenko 3a0oneBaHue OOHApYKUBAIOT HEOXKUIAHHO MPHU
UCCIIEIOBAaHUM OOIIEr0 aHalIM3a KPOBU BO BpeMs MPO(UIAKTHUECKOTO OCMOTpa WU 110 MOBOIY
conmyTrcTByromerd  marosnoruud.  Kinuaudeckwe — nposBieHus  [IM®  He  aBistorcs

MaTOTHOMOHWYHBIMH M CKJIQJBIBAIOTCS U3 HECKOJIBKUX CUHAPOMOB [1, 2, 3, 35-37]:
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CUHApPOM  OIyXOJIEBOM HHTOKCHUKALlMM —  Tporpeccupyomas ciabocTb, He
COOTBETCTBYIOIIAs CTETICHU AHEMHH, CHIDKEHHE amlleTHTa, MOTEpsS MacChl Tela, MOTIHBOCT,
cyOdeOpunpHas TemmepaTypa, OOllb B KOCTSX, CyCTaBaX, 3yl KOXH, YXYAIICHUE TEUCHUS
COMYTCTBYIOIIMX 3a00JI€BaHU;

CHUHPOM OITyXO0JIeBOH mposndepanuu — O00JIb U YyBCTBO TSHKECTH B JICBOM MoApeOephe,
CBSI3aHHOE C YBEJIMUCHUEM Cee3eHKH, renaToMeranus. [Ipu murensHOM TeueHUH 3a00JIeBaHus
y OOJIBHBIX MOTYT TaK)X€ Pa3BUBATHCS OYArd IKCTPaMEIYyUISPHOTO KPOBETBOPEHHUS B JIPYTHX
OpraHax M TKaHsX (JumdaTHuecKue y3Jbl, IerKue, IieBpa, OpIominHa, CIUHHON U TOJIOBHOM MO3T,
KOXa, MSTKHE TKaHM KOHEYHOCTEH), 00yCIOBIMBas KIMHUYECKHUE MPOSBICHHS, CBA3aHHbBIE C
MOPaKCHUEM dTHX OPTaHOB;

QHEMHYECKU CHUHAPOM — o0O0Imas ci1adocTh, OJBIINIKA, CHUXKCHHE IEPEHOCUMOCTH
buznyeckoil Harpy3ku, OJIETHOCTh KOXKH U CIHU3UCTBIX 000JI0YEK, TaxXUKapIus, apTepuagbHas
TUINOTEH3US, YXYAUICHHE TEYSHUsI CEPICUHO-COCYUCTHIX 3a00IeBaHUIA;

TPOMOOTHUYECKUE OCTIONKHEHUS — TPOMOO3bI 1 TPOMOO3MOOIMH COCYIOB Pa3HBIX OPTaHOB
U TKaHeH, TpomMOo(ieOuTh mepupepudeckux CocyaoB, HH(GAPKT MHOKapla, HapyLICHUS
MO3TOBOTO KpOBOOOpaIIeHHs, KOTOpbie Tpu 6eccumnToMHOM TeueHnn [IM® cimykat moBogom K
00CJIeI0BaHHIO;

o CUHAPOM HHQPEKIUOHHBIX OCIOXKHEHHH — pPa3BUTHE OIMMOPTYHUCTUYECKUX
nHDeKIui niau 60Jee TsHKEJIoe TeUeHHE 0OBIYHBIX MH(EKIIMOHHBIX 3a00JIEBaHNUIT;

o reMOppParuiecKuii CHHIPOM — KPOBOTOYHUBOCTh IIPU MUHUMAJBHBIX TPABMaX WU
CIIOHTAHHBIC TETEXHUATbHbIC JIMOO CUHSYKOBBIC KPOBOM3NMUSHUS. [IpUYMHON KPOBOTOUYMBOCTHU
MOXeT OBITh TpoMOoruToneHuss Ha (oHe ¢GuOpPO3a KOCTHOIO MO3ra, TMIEPTPOMOOILUTO3 U
BTOpUYHBIN Aehunut (pakropa Bunnebpanna, koarymonaTusi BCIASACTBUE HApYyIMIEHUS (YHKITUN
MEYECHU U Pa3BUTHS MOPTATBHON TUIEPTEH3UN;

o KIIMHUYECKHE TMPOSBICHUS, OOYCIOBIECHHBIE KOMIPECCHUEH OpraHoB, 3a CYET
BBIPQKCHHOW CIUIEHOMETaInH, renaToMeraiuy;

o MOpTaTbHAS TUIIEPTEH3US (BBLACISIOT CIICAYIOIINE MPUINHBI TIEUEHOUYHBIX OJIOKOB:
MIPECUHYCOUIATBHBII TPOMOOTHYECKUIA 0JI0K, CUHYCOHIaJTbHAS 00CTpyKITHS,
MOCTCUHYCOUAANBHBIN 010K 1Mo Tty cuHapoMa bagna—Kwuapn).

Tpancopmanusi MCTHHHONH NOJUIUTEMHUM W 3CCEHUMATBHOH TPOMOOUUTEMHH B
Muesopudpo3

Kmuanueckn tpanchopmammss WII u OT B M@ mposiBiasieTcss CHMKEHHWEM 4YHCTa

KJIICTOYHBIX J3JICMCHTOB KpOBH (‘IaCTO Ha6HIOI[aeTCSI aHeMI/ISI), OABJICHUEM JICBOI'O CJABHI'A
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TPaHyJIOIUTAPHOTO POCTKA M 3PUTPOKAPUOIUTOB B F€MOTrpaMMe, YBEIMYEHUEM CENIe3€HKH, YTO
00yCJIOBJICHO TMOSIBJIEHUEM O3KCTPaMeIy/UIIPHOTO MHENI0nod3a. MopQoJorHuecKkd uMeeTcs
cxoactBo Mexay noct-UIl M® u I[IM®. K otnuuurensHeiM npusHakam noct-UII M® crnenyer
OTHECTH PENKOCTh (OPMUPOBAHMS IUIOTHBIX KIJIACTEPOB MErakapHOLUTOB, OTCYTCTBHE
YPOAJUBBIX THIEPXPOMHBIX/ATUMMYHBIX (OPM U TUINEPCETMEHTALMIO SIEP MPEUMYIIECTBEHHO
Pa3pO3HEHHO PACIOJI0KEHHBIX METAKapUOLUTOB CPEAN PETUKYINHOBOM 1 KOJIJIar€HOBOU CTPOMBI.
Kinetkn ¢ HapylmeHus MM — AI€pHO-IIUTOIUIA3MAaTHUYECKOIO COOTHOIIEHUS C  KPYIHBIMU
TUTIEPXPOMHBIMH THIOJOOYISPHBIMU siApaMu (¢ He3penoi Mopdosorueil) HEeMHOTOUNCICHHBI
[82].
K nmporpeccupoBanuto/Tpancopmanuu UII cnenyer OTHOCUTD:
e mossineHne MJIC-mogoOHbIX  MOpP(}OIOTHYECKUX  TPU3HAKOB  (BO3MOXKHA
tpancpopmanus B MJIC);
e TosBJICHHE HeHTpodmiesa (1o TUIY XPOHHYECKOTO HEUTPO(DUIBHOTO JIEHK032);
e TMOsBJICHHE BhIpaxkeHHOTO MoHOoIMTO3a 1 MJIC/MITH-nogqo0HbBIX Mpr3HAKOB (TI0
TUITY XPOHUYECKOT'O MUEITIOMOHOLIUTAPHOTO Jieiko3a) [82].
IIpornos
B nenom mporao3 y 6ompHbix UIT GmaronpusTHBIA, 3aBUCUT OT XapaKTepa U TSHKECTH
TPOMOOTHYECKUX OCJIOKHEHH, BpPEMEHH [0 TpaHCPOopMalM¥ B MOCTHOJUIUTEMHYECKUN
muenoduopos (nmoct-UIT M®) unu nporpeccupoBanus 3adoneBanus ¢ ucxogaom B bK / octperit
muenouanbii Jeiko3 (OMJI). CornacHo nanaeiM BO3, 10-1eTHsIS BEIKUBaeMOCTh 001bHBIX WIT
coctasisieT Oonee 75%. Puck tpancdopmariuu B8 OMJI paBen 5%, puck pazsutus muenopudposa
coctaBnsier MeHee 10% [6]. Ilpuumnamu cmeptu OGonbHbIX MII Moryt OBITH TPOMOO3BI,
reMopparudeckue, WH()EKIMOHHBIE OCIOXHEHUS, HApyIIeHUsS (PYHKIMU BHYTPEHHUX OPraHOB,
4acTOTa KOTOPBIX CYIIECTBEHHO YyBenMuMBaercs mnpu passuruu  noct-MII MO  winm
tpanchopmaruu B OMJI [39].
Crparudukanus pucka TpoMooTHYecKuX ocaoxuennit npu UII
Crpatudukarus pucka y 6oiapHbIX WII B mepByro odepenp npeaHa3HaueHa IS OIEHKU
BEPOSITHOCTH TPOMOOTHUYECKHX OCJIOXHEHUH, BHOCSIIMX HAUOOJBIIMKA BKJIAJ B CMEPTHOCTb U
uHBanmuau3anuio. Bospact crapme 60 mer, TpomOO3bl B aHaMHE3€, CEpPJICYHO-COCYAUCTHIC
dakTopbl pHucKka (KypeHHe, apTepuajbHasi TUIEpTEH3Us, CaxapHbId auaber, TUCIUIUIEMUS,
M30BITOYHAST Macca Tella, TUMOJWHAMUS) SIBISIOTCS OCHOBHBIMU KPHUTEPHUSMHU ISl OTHECCHUS
6ombHbIX UII k rpynmam Huzkoro (0 ¢gaxTopoB pucka), mpomexyrounoro (1 ¢akrop pucka —

CEPICUHO-COCYAUCThIC (haKTOPHI PUCKA) WK BBICOKOTO pucka (1-2 dakropa pucka — BoO3pact
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crapme 60 yeT u/mumum TpoMOO3bl B aHAMHE3€ HE3aBHCHMO OT HAJIMYHUS CEpACYHO-COCYIHCTHIX
¢axTopoB pucka) [40].
T'uneptpomGonutos (>1000x10°/m) sBIseTcs (AKTOPOM PHCKA TeMOPPArddecKUX

OCJIOKHEHUH U3-3a pa3BUTHS MPUOOpETEHHOTO cuHApoMa Bumebpanna [41].

2. JInarnocTuka 3a00/1eBaHUS WM COCTOSTHUA (TPyNIbI 32001€BaHU I
WIN COCTOSIHMIT), METUIIMHCKNE MOKA3AHUSA U IPOTUBONOKA3AHUSA K

INPUMEHECHHUIO METOA0OB THATHOCTUKH
Kpumepuu ycmanoenenus ouazno3a/cocmoanus: Ha OCHOBAHUU:

1) anammnecmuueckux OaHHbIX,

2) ¢usukanrbroco obcredosanus,

3) 1abopamopHbix ucciedo8anul,

4) uncmpymenmanbHo2o 00Cc1e008anus U Op.

e Pexomenayercsi mpu oOciae0BaHUM NAIMEHTOB ¢ moxo3penrneM Ha UIT ncrons3oBath
kputepun auarHoctuku BO3 5 n3a. 2024 r. 114 NOBBILIEHUS TOYHOCTU IUAarHOCTUKH [6].
YpoBenb  yOeaureqabHoOCcTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)
KommenTapun:
bonvuwue kpumepuu:

®  yposeHv cemoznobuna bonee 165 e/n y myscuun u 160 2/n y sceHwun, unu eemamoxpum
bonee 49% y myarcuun u 6onee 48% y dceHwuH, Ul yeaudeHue Maccol YUPKyIupyouux
apumpoyumos 6onee 25% om pacuemuvix 3HAUEHULL;

®  2UNEpKIemouHblli KOCMHbIUL MO32 3d CYem pAcCUUpeHus mpex POCMKO8 MUeronodsd,
BKIIIOYAIOWE20 pACUUpPEHUe dPUMpPOUOHO20 POCMKA, 2PAHYIOYUMAPHO2O0 POCHIKA,
nponughepayuro  Me2akapuoyumos, npeocmagieHHbIX NIeOMOPHHLIMU U  3PeNbiMU
dopmamu;

o wymayus eena JAK2 6 sxzone 14 (JAK2 V617F) unu 6 sx3one 12
Manwiii kpumepuii:

® yposenv spumponosmuna kposu (I110) nudxce pegheperchbix 3HaueHull.

Huaenosz Ul ycmanasnusaemces npu Haiuyuy mpex 601suux Kpumepues Ui nepebix 08yx
OONBUIUX U MATI020 KPUMEPUES.
e Pexomenayercsi ipu 0OCJICIOBaHMH MAIIMEHTOB C Mojo3peHrueM Ha DT ucCmosip30BaTh

kputepuu guarHoctuku BO3 2022 1. 11 NOBBIIEHUS TOYHOCTH JUArHOCTUKU [6].
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YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapun:

bonvwue kpumepuu:

e yposenv mpomboyumoe 6onee 450x10°/1;

® nponugepayus me2akapuoyumapHo2o0 pocmka ¢ yeeiuyeHuem KOIudecmed KpYnHulX u
CUCAHMCKUX — Me2aKapuoyumos ¢  UNnepiooyIapHulMu — A0pamu;  Omcymcmeue
3HAUUMENLHO20 PACUIUPEHUS UTU OMOJIONHCEHUSI HeUMPODUILHO20 2PAHYION033d, O4YeHb
PeOKo — He3HauumenbHoe yeelutenue cmeneHy pemuKyIuHo802o guoposa;

o necoomseemcmeue kpumepuim BO3 ons  BCR::ABLI-no3umuenoco Xpouuuecko2o
MUeNoNelKo3d, UCMUHHOU NOAUYUMEMUU, NePeUYHO20 Mueroguopoza Uil UHbLIX
MUENOUOHBIX HEONNA3ULL

o nanuuue mymayuu JAK2V617F, CALR unu MPL.

Manvui kpumepuii:

o npu omcymcemeuu mymayuu JAK2, CALR unu MPL, nanuuue knonaneHo20 mapkepa uiu
omcymcmeue 00Ka3amenbCmes 01 peakmusHo20 mpomooyumosa.

Juaznos aensemcs 00cmogepHbiM NPU HATUYUU 8CEX Yemblpex OOIbUUX Kpumepues uiu
nepavIX mpex OONLUWUX U MATI020 KpUmepues.

o PexoMenayercs npu 0OCIe0BaHUH MAMEHTOB ¢ ogo3peHueM Ha [IM® ucnons30BaTh
kputepun auarHoctuku BO3 2024 r. 11 NOBBILIEHUS TOYHOCTU AUATHOCTUKH [6].
YpoBenb  yOemuteqbHOcTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)
KommenTapum:
Kpurepun i ycranosienus npedudposHoit u ¢pudposHoit cragun [IM® paznugarores.
Ilpegpuoposnaa cmaoun IIMD
bonvwue kpumepuu:

e [Iponugepayus mezaxapuoyumos ¢ amunueii’ 6e3 pemuxyiunogo2o Gubpoza 6onee 1
cmaouu (MF-0 unu MF-1), conpogosicoarowasics nosbluleHHOU KIemoYHOCMbi0 KOCIMHO20
Mo32a, npoaugepayueli  2pamyloyumMapHO20  POCMKA U YACMO  CHUINCEHHbIM
SPUMPONOIZOM.

o  Hecoomeemcmsue kpumepusim BO3 ons ouaenocmuxu XMJI, UII, 3T, MJ]C unu opyeux

MUETIONPONUDEPAMUEHBIX HOB00OPA306AHUTE.
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Obnapyoicenue mymayuui ¢ JAK2, CALR unu MPL, npu omcymcmeuu smux mymayuii
Hanuuue opyeux kioHanehwvix mapkepos (ASXLI, EZH2, TET2, IDH1/2, SRSF2, SF3BI),
U omcymcmeue pemuKyIuHo8020 @uobpoza manou cmenenu (cmenewv MF-1)
PEeaKmugHol  npupoovl  (UHGeKyuu,  aymouMMyHHble — 3a00]1e6aHus,  COCMOAHUSA
XPOHUYECKO20 gocnanenus, 8010CAMOKIIEMOYHbIU JeliKo3 unu opyaue
aumeponponugepamusnvie H0800OPA308aAHUSL, MEMACMA3bl ONYXOel UIU XPOHUYECKuUe
unmoxcuxayuu)’.

Manvie kpumepuu:

a) anemus, He CA3AHHAS C CONYMCMEYIOWUMU 3A00NIe6AHUAMIU,

0) netikoyumos >11x1 0°/n;

6) yeeiudeHue pasmepoe Cele3eHKU, onpedeﬂ;zemoe naibnamopHo u/unu ¢ NOMOUbIO

susyaiusayuu,

2) nogviuienue axkmusnocmu JII" eviuwe Hopmbi.

s ycmarnoenenus ouaecrnoza «npegpuoposnas cmaous [IM®y» mpebyemcs Haruuue ecex

mpex 60buwUX Kpumepues u no Meuvuieli mepe 00H020 MAan020 Kpumepus, HOOMEEPHCOEHHO20 8

08YX NOCN€008aMENbHBIX ONPeOeeHUSX.

PexoMenayeTcst mpu 00CIeI0BaHUH TAITUEHTOB C MOA03peHreM Ha rocT-MIT M®, noct-
OT M® ucnonb3zoBaTh KpuTepuu quarHoctuku BO3 2024 1. a1 mOBBIIIEHUS] TOYHOCTH
JHArHOCTHUKH [6].

YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KomMmenTapum:
Obs3amenvhbie Kpumepuu.

o nepsuyno ouacnocmupoganuas T unu UII coenacrno kpumepusim BO3;

®  pubposz kxocmrnoeo mosea MF-2-3 no Esponetickou cucmeme epaoayuul.
JlononnumenvHvle kpumepuu:

®  aHeMus UNU CHUdICeHUe KOHYeHmpayuu cemoenoouna >20 2/1 om ucxoonou,

®  JleltiKoyumos u apumpo0.1acmos 6 nepughepuneckoi Kposu;

®  ygeluueHUe pazmepos celle3eHKU (celle3eHKa 8blcmynaem >5 CM U3-no0 HUINCHEe20

Kpas pebepHoll dyau);
e nosviwenue akmusnocmu JI/[I" 6 coigopomre;

® nose6JeHUe KOHCmMUmMYYUuOHAlbHblX CUMNIMOMOSG.
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s yemanoenenus: ouaenoza nocm-UIll M® unu nocm-3T M® neobxooumo Haruvue 08yx

00513amebHbIX U KaK MUHUMYM Oeyx O0ONOIHUMENIbHBIX Kpumepues.

TOm manvix 0o kpynuoix mezaxapuoyumos c mespenoii mopgonozueii — HapyuieHHbIM

ﬂ()epno-uumonﬂasMamulteCKuM COONMHOULEHUEM, amunu4dHsvimMu cUNepPxXpomHovimMu

2UNONLOOYIAPHBIMU/YPOOTUBBIMU AOPAMU, C POPMUPOBAHUEM PLIXTLIX U NIOMHBIX KIACMEPOS.

2 Ucknrouenue UII ocnosano na yposusx 2emoznobuna u 2emamoxpuma. Onpedenenue

maccewl yupkyaupyrowux spumpoyumos ne mpeoyemcs. Hem BCR-ABLI. Hem ousspumponossa

U Ou32pamyIonod3a.

3Mayuenmul ¢ 3ab6onesanusmi, nPUEOOSUMY K PEAKMUSHOMY MUEToPU603Y.
QDuobposznan cmaoua IIMD

bonvwue kpumepuu:

nponughepayus Me2aKxapuoyumos ¢ NPUSHAKaAMy amunuu 8 CO4emanuu ¢ pemuKyIuHO8bIM
u/unu KoanazeHosvim Guopozom cmenenu 2 unu 3 (MF-2 unu MF-3);

Hecoomeemcmeue kpumepusm BO3 ons ouaenocmuxu IT, UIT, XMJI, M/]C unu opyeux
Muenonporughepamusnsvix Ho800OPA308aHULL,

obnapyicenue mymayutil 8 2enax JAK2, CALR unu MPL, npu omcymcmeuu smux mymayuti
Hanuuue opyeux KioHanvHolx mapkepos (ASXLI1, EZH2, TET2, IDHI1/2, SRSF2, SF3BI)
uny  omcymcmeue pemuKkyiuHoo2o Guoposza Huskou cmenenu (cmenenv MF-1)
PEeaxkmugHol  npupoovl  (UHGeKyuu,  aymouMMyHHble — 3a00]1e6aHus,  COCMOAHUSA
XPOHUYECKO20 gocnanenus, 8010CAMOKIIEMOYHbIU JeliKo3 unu opyaue
aumeponponugepamusnvie H0800OPA30BAHUS, MEMACMA3bl ONYXOel UIU XPOHUYECKUe
UHMOKCUKAYULL).

Manvie kpumepuu:

a) anemus, He CA3AHHAS C CONYMCMEYIOWUMU 3A00NIe6AHUAMIU,

0) netikoyumos >11x1 0°/n;

6) yeeiudeHue pasmepoes Cele3eHKU, onpedeﬂ;zemoe naibnamopHo u/unu ¢ NOMOUbIO

susyaiusayuu,

2) nogviuenue axkmusnocmu JII" eviuwe Hopmbl,
0) n1etikoapumpoodIacmos.

Mna eepughuxayuu ouaznosa ¢udbposnoti cmaouu [IM®D mpebyemcs nHanuuue cex mpex

Oonbuux Kpumepues u no KpaiHeu mepe 00H020 MAn020 Kpumepus, NOOMEEPHCOeHHO20 8 08YX

nOC1e008amMeNbHbIX ONPEOeeHUSIX.
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PexoMenayeTcst npu o0cie0BaHUH TAIMEHTOB ¢ TI0103peHneM Ha roct-UIT Md/mocT-
OT M® ucnons3oBaTh KpuTepuu quarHoctuk BO3 2024 r. 115t NOBBIIEHUS TOYHOCTH
JIMarHOCTUKH [6].

YpoBenb  yOemuteqbHOcTH pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KAa3aTeJIbLCTB — S)

KomMmenTapum:

bonvuwue kpumepuu:

Ilepsuuno ouaznocmuposannas coanacto kpumepusm BO3 IT unu UII;

Qubpos kocmuozo mozea MF-2 unu MF-3 (oyenxa no wxane 0-3) unu 3—4 (oyenxa no
wxane 0—4).

Manvie kpumepuu.

@) anemus U CHUMCeHue yposHs 2emo2obuna oonee yem na 20 2/n;

0) netikoapumpoobaacmos;

8) yeenuueHue pasmepos celle3eHKu (nanvnupyemas cele3eHka Oonee 5 cm om Kpas

pebepnoil dyau) unu noseieHue CnieHoMe2anuu;

2) nosviuenue akmusrocmu JI/[I" eviuie Hopmol,

0) cumMnmomvl Onyxoneol uHmokcuxayuu.: nomeps bonee 10% eeca 3a 6 mecayes, HouHas

nOMAUBOCMb, HeobvICHUMas auxopaoxa (>37,5°C).

Juaenoz nocm-Ull M® u nocm-3T M® mooicem 6vimv yCmaHoBeH Npu HATUHUU O8YX

OONbUIUX U HE MeHee Oeyx Majlblx Kpumepuees.

2.1 /KaJ100bI 1 aHAMHE3

PexoMeHnayeTcsi TpoBOAUTH COOp aHamMHE3a W K00 TpH 3a00JI€BaHUSAX OPraHOB
KPOBETBOPEHUS W KPOBU BCEM TMAIlMEHTaM C TMOJO3PEHHUEM U MPEABAPUTEIBHBIM
nuarHo3om Ph-neratuBrnoe MITH B MOMEHT IEpBUYHOTO OOpAIIEHUS C IIETBI0 YTOUHEHUS
TaKUX XapaKTePUCTHUK KaK HAIlMOHAIbHOCTh, CEMEHHBIN aHaMHe3, TPOMOO3bI B aHaMHE3e,
KypeHHe, COMYyTCTBYIOIIUE 3a00eBaHUsI C TIENbI0 OMpeeNieHUuss HEOOXOIMMOCTH
MIPOBEICHUS AOMOTHUTENbHBIX IUAarHOCTUYECKUX Meporpusitui [4, 5, 37, 71, 100].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)

Pexomenayercst 3anonHsaTe onpocHuk MIIH10 (Ilpunoxxenue I') npu nepBUYHOM

O6paH_[€HI/II/I, a 3aTCM CIKCHCACIIBHO IMOCJIC YCTAHOBJICHHA AMArHo3a BCCM MAallUCHTAM C
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nuarHo3oMm Ph-weratuBHoe MITH ¢ 11e71610 KOHTPOJISE KOHCTUTYITMOHAIBHBIX CUMIITOMOB

[133-135].

YpoBenb  yOemuteqbHOCcTH  pexkoMenaanumidi C  (ypoBeHb  [10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 4)

KommenTapum:

Monumopune cumnmomos u xawecmea xcusHu y oonvuwvix MIIH cnedyem npogooums ¢
UCNONIBL308AHUEM CIAHOAPMU308aHHbIX onpocHukog [133]. Onpocrnux MIIHI10 saensemcs oOHuM
u3 Haubonee NPOCMbIX U YOOOHBIX 6 KIUHUUECKOU NpaKmuke UHCMPYMEHMOS8 Ol OYeHKU
cneyugpuueckux cumnmomos y 6oavnwvix MITH u monumopunea meuenus 3abonesanus [133-135].
Onpocnuxk MIIHI0 nozeonsem oyenumsv cmenenv msxcecmu 10 cumnmomos, uyawe 6ceco
BCMPEYAOWUXCA Y IMOU Kame20puu nayueHmos: caabocmu, Oblcmpo2o HaAnOIHEHUsL HCeryOKd 60
8pemsi eodvl, HenpusimHblX OwyweHul (ouckomgopma) 6 odcusome, B610CMU (CHUNCEHUS
akmueHocmu), npobiem ¢ KomyeHmpayuel SHUMAHUS, HOYHOU NOMIUBOCMU, KONCHO20 3)0d,
bonell 8 KOCMAX, NOGbIUEHUS MEeMNepamypbl meia U HenpeoHamepeHHO20 CHUMNCEHUS MAaCChl
mena. Cumnmomwvl oyenusaromes nayuermom no 10-oannonou wxane: 0 — nwem cumnmoma, 10
— MAKCUMANbHASL CMENeHb MANCeCmuU CUMNMOMA, KOMOPYIO MOJCHO cebe npeocmasums
(IIpunooicenue I'l). Maxcumanvuwiii ypogens crabocmu oyenusaemcs 3a npowedwue 24 uaca;
MAKCUMANbHBLU YPOBEHb DbICMPO20 HANOTHEHUS HCENYOKA 80 BPEMs e0bl, HENPUAMHBIX OUY W eHU
(Ouckomghopma) 6 sncusome, 810CMU (CHUNCEHUS AKMUBHOCMU), Npobem ¢ KoHyenmpayuetl
BHUMAHUS, HOYHOU NOMIUBOCMU, KOWCHO2O0 3)0d, OONel 8 KOCMAX, NOBbIUEHUS MeMNepamypul
meina — 3a NPoueouLy1o Heoet, MaKkCUMAIbHbl YPOBeHb HeNpeOHAMEPEHHO20 CHUNCEHUSL MACCbL
mena — 3a nocieonue 6 mec. Obpabomra dannwvix no onpocuuxy MIIHI10 npeononacaem napsoy
C AHAnU30M uHopmayuu o cmenenu msxcecmu Kaxcooeo uz 10 cumnmomos no 10-6anrvuoi
wKane pacyem obue2o pe3yibmama OYEHKU CUMNMOMO8 8 ude cpeoHe2o0 bOania ux
svipadxcennocmu. Juanazon 3navenuil ooujeco pesyarbmama oyenku cumnmomos — om 0 0o 100
bannos (uwem gvlute 6ani, mem 601bUIE 0OWAS CIENEHb MACeCMU 8CeX CUMNMOMO8). OnpocHux
00JIICEH UCNONL308AMbCA NPU OYeHKe KIUHUYeCKo20 omeema Ha mepanuio. Eeo cnedyem
npumeHams 00 Hauaia mepanuu u pecyiapHo 6 npoyecce aedenus [133, 134]. Omeemom Ha
JleyeHue cuumaemcs: CHudceHue odbwezo 6bamia onpocuuka MIIHIO wua >50% [135].
Hcnonv3zo6anue ungopmayuu, nonryyeHHoU Hanpamylo om O0IbHO20, NPU AHANU3E CUMNIMOMOS
3a001e8aHUs U OYeHKe UX OUHAMUKU 8 npoyecce JleueHus cnocoOCmayem peaiusayuu nayueHm-
OPUEHMUPOBAHHO20 NOOX00d.

Onpochuk 00ndiceH UCNONb308AMbCS O OYEHKU KIUHUYEeCKO20 Omeemad HA mepanuro

(IIpunoowcenue I'l).
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2.2 ®u3ukanabHOe 00c/IeJ0BaHHE

PexoMenayeTcsi mpoBEJCHHE BH3YaJIbHOTO OCMOTpa TEPANEeBTHUUECKOr0, Majblaluu
TEPANeBTUYECKOM, ayCKYJIbTAIlMH TEPANEBTUYCCKOW TPHU KaXJAOM OOpaIICeHUH BCEM
MNanueHTaM € MOJ03PCHUCM, TPCABAPUTCIIBHBIM JUATrHO30M, YCTAHOBJICHHBIM OIWUATIHO30M
Ph-neratusnoe MIIH ¢ 1enpio BBISABICHHS KOHKPETHOTO MATOJIOTMUYECKOTO Tpoliecca,
BBI3BABIIIETO HAPYIIEHWE HOPMAJIBHOM ku3HeaesTeapHoctu [4, 37, 71, 100].

YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommenTapuu: ¢gusuxanvrnoe obcnedosanue exouaem oyeHKy OKPACKU KOXCU, BUOUMBIX

causucmuvlx O5OJZOU€K, OCMOMpP KOIHCU HUINICHUX KOHeyHocmel (nueMeHmauuﬂ, mpoqbuttecxue

paccmpoﬁcmea, omeKu, eemoppaeuu), naibnayuro nevYeHu U Cele3eHKU, OYEHKY COCMOAHUA

neekux, cepoya, KKT, nouex.

2.3 JlaGopaTopHble IUATHOCTHYECKHE MCCJIeIOBAHUSA

Pexomenayercsi  TpoBOAWTH  OOmMI  (KIMHWUYECKWH)  aHanw3  KpoBH  (C
nudGepeHIHAIBHBIM — MMOJCYETOM  KJIETOK KpPOBH, HCCIEAOBaHHEM MOPQOJIOTHH,
onpenenenueM COD), mpocMOTp Ma3Kka KpOBU JJISl aHaIM3a aHOMAJIHH MOP(OIOTHH
OPUTPOLIUTOB, TPOMOOLMUTOB U JIEHKOIUTOB, BCEM TNAIMEHTaM C MOJ03PEHUEM U
npeaBapuTeNbHbIM quario3oMm Ph-neratuBHoe MITH ¢ 1nienbio mepBUYHON TUAarHOCTHKA
OCHOBHOTO 3a00JIeBaHHUS, ONpPENEICHUS MPOTHOCTUYECKHUX IapamMeTpoB, ONpeAeNCHUs
o0beMa JONOoJHUTEILHOTO o0cnenoBanus [4, 5, 20, 37].

YpoBenb  yOenuteqbHOocTH  pexkoMenaanmidi C  (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJIbCTB —5)

KOMMCHTapHH: uccneoosanue Cﬂedyem 6bINOJIHANMb  HA MOMEHRmM YCMAHOBIEHUA

()UCZZHOS’CZ, 3amem He peoice 1 pasa 6 mpu meciaya uiu dawe 6 coomeemcmeuu C ypOoeHem

MpomMOOYUMO8, JIetKOYUumos, 2emMo2100UHaA.

Pexomenayercsi uccieoBaTb YpOBEHb 3PUTPONOITHHA KPOBH Y MAI[MEHTOB C YPOBHEM
remorjoouna 6onee 165 r/n y myxuut u 160 r/n y KeHIIMH, UM T€MAaTOKPUTOM Ooiee
49% y myxuuH u Oonee 48% y KEHIIUH U1 BepUPUKALUK TUArHo3a, a TaKXkKe MpHU
HaOJIOZICHUU — B CJIy4ae Pa3BUTHA aHEMHH C 1eIbio qudpepeHnnanibHON TUarHOCTHKH,
OTIpeieNIeHus TPOTHO3a, BBIOOpa TaKTUKMU Tepanuu [5-7, 20].

YpoBenb  yOenuteqbHOcTH  pexkoMenaammidi C  (ypoBeHb  [10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)
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KommenTtapuu: uccnedosanue yposnsa I110 kposu sasnsemcs Manblm OUASHOCMUYeCKUM
Kpumepuem npu ycmanosieHuu ouazrnosa HUI1.

e Pexkomennyercsa namuentam ¢ MIIH ¢ ypoBHeM remorinoOuHa Huxe pedepeHCHBIX
3HAUEHUH BBIMOJHATH KOMIUIEKC WCCIICIOBAHHUNA JUIS AUATHOCTUKHM HApyIICHW oOMeHa
xKeneza (MccienoBaHuEe YpOBHS (peppUTHHA B KPOBH, HCCIEAOBAHHWE YPOBHS JKeje3a
CBIBOPOTKM KPOBH, HCCIEJIOBAaHHWE YPOBHA TpaHC(heppruHa CHIBOPOTKH KpOBH,
UCCIIC/IOBAaHUE  JKEJIE30CBA3BIBAIONICH CHOCOOHOCTH  CHIBOPOTKH) JJISl  yTOUHEHHS
XapakTepa aHEMUHU U ONpEEeNICHUs] TAKTUKHU JeueHus [ 5, 20, 37].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — S)

Kommenrtapun: npu MIIH, ¢ uacmnocmu IIM®, anemus modcem HOCUMb CMEUAHHDLU
2eHe3 (aHeMusi XpOHU4eCKUx 3abonesanuti u oacerezodepuyumuas). Hccredoseanue obmena
Jrcenie3a no36onum onpeoenums 6e0VWyl0 NPUYUHY AHEMUYECKO20 CUHOPOMA U HA3HAYUMD
namoeenemuueckyro mepanuro. Illpu nabarwoeHuu ucciedosanue o0OMeHa diceneza cledyem
npo8OOUMb NPU pA38UMUU AHEMUU, CHUNCEHUU YPO8Hs 2emoznobuna Ha 20 2/1 om ucxoono2o

YPOG6HA, npu noA6JIeHUU KIURUYECKUX NPUSHAKOB NMKAHEB020 Oequ;uma acejnesd.

o Pexomenayercst rccieoBaHue ypoBHs (OJIMEBOI KHCIOTHI B CHIBOPOTKE KPOBH,
ompesneieHue ypoBHs BuTamuHa B12 (mmanokoOamaMuH) B KPOBU Il YTOYHEHUS
XapakTepa aHEMHUH U OTIPEeNIeTICHUs] TAKTUKH Jieuenus |5, 20, 37].

J Pexomenayercsi MoJICKYISIPHO-TEHETUUECKOE HCCIICIOBAHUE MYTAllMd B TCHE

V617F (3amena 617-0it aMUHOKHCIIOTHI ¢ BasinHA Ha deHunananud) JAK?2 (sHyc THpO3HH-

KHMHAa3a BTOPOTO THIA) B KPOBH, MOJIEKYIISIPHO-TEHETHYECKOE UCCIeIoBaHe MapkepoB Ph-

HETaTUBHBIX MUENONpoiau(epaTUBHbIX 3aboneBanuil (myramuu B reHax Jak2, MPL wu

CALR) nns Bepudukanuu quarsosa [6-13, 20].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapuu: soviasienue mymayuu JAK2V617F ¢ 8vbicokol cmenenvio 6eposmHocmu
noseonsiem ycmanosums ouacnos HIl y nayuenmos c¢ coomeemcmeyoujeli KiIUHUYecKou
kapmunou, eviaenenue mymayuti JAK2V617F, MPLW515L/K, 6 sx3one 9 eena CALR ¢ evicoxoti
cmeneHvlo 8epoAMHOCMU No38oasem ycmanosums ouacno3 [IM® uwu OT y nayuenmos c
coomeemcmayiowell KIuHuyeckol kapmunou. Monekynsapno—eenemuueckoe ucciedosanue

no3eo.Jsem nposecmu Oughpepenyuanvryto ouacHocmuxy kax 6 epynne MITH, max u mesxcoy MITH
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U BMOPULHBLMU IPUMPOYUIMOZOM, MPOMOOYUMO30M, Muenoguopozom. Oounaxo 6 13-17% cnyuaes
MIIH ne sviagnaomces «OpatiéepHvle» Mymayuu
e Pexomenayercs BceM nanueHtaMm ¢ nogospenueM Ha MIIH onpenenenue skcnpeccuu
MPHK BCR-ABLp210 (xonmuuectBenHoe), ompenenenue skcnpeccun MPHK BCR-
ABLp190 (komuuectBenHoe) st auddepeHnnanbHoi auarHocTuku Ph-HeraTuBHBIX
MIIH ¢ XMJI [5-10, 20].
YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)

e PexoMeHayeTcsl BCeM MalMEHTaM C MOJO3PEHUEM U MpeIBApUTENIbHBIM Tuario3oM Ph-
HeratuBHoe MIIH BpITIONIHEHWE KoarynorpamMmbl (OPHEHTHPOBOYHOE HCCIICIOBAHUE
CHUCTEMBI TeMocTasa) (onpeAesieHue TPOMOMHOBOTO BPEMEHU B KPOBH, aKTUBUPOBAHHOE
yacTU4yHOe TpombormacTuHoBoe BpeMsi (AUTB), uccnenoBanue ypoBHsi GUOpHHOTEHA B
KpPOBH, ONpeieNicHHe aKTMBHOCTH aHTUTpomOuHa III B KpoBH, McCiemoBaHUE YpPOBHA
nporenHa C B KpOBH, OINpPEACIICHHE AKTMBHOCTH IMPOTEMHA S B KPOBH, OIPEACIICHUE
KOHIIeHTpauuu Jl-numepa B KpOBH, UCCIIEIOBAaHUE arperad TPOMOOIIMTOB) AJIsl OLICHKU
pHUCKa TPOMOOTHYECKUX U TEMOPpArnuecKux oclIoxHeHui [3, 37, 48, 49, 71, 100].
YpoBenb  yOemuteqbHOCcTH  pexkoMenaanumii C  (ypoBeHb  [10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 4)

KommenTapuu: y nayuenmos ¢ Ph-necamusnvimu MIIH e6vicokuti  puck kax
mpombomu4eckux, maxk u cemoppazuyeckux ocioxcuenuti. Koazynoepammy (opuenmuposounoe
UCCre008anue Cucmemvl 2eMOCMA3a) GbINOIHAIOM HA MOMEHM YCMAHOBeHUs OUaeHo3d, oanee —
NO KIUHUYECKUM NOKA3AHUSIM.

Pexomenayercsi BceM nanueHTaM ¢ MOJO3PEHUEM U IMpeIBapUTENbHBIM AuarHo3oMm Ph-
HeratuBHoe MIIH ucciienoBanue ypoBHS MOYEBOM KUCIIOThHI B KPOBH, OIIPEACIIEHUE AKTUBHOCTU
JaKTaTAETUAPOTeHa3bl B KPOBM, HcclenoBaHHE ypoBHS C-peakTHBHOTO OelKa B CBIBOPOTKE
KpPOBH, OIpeJelieHne aKTUBHOCTH aclapTaTaMuHOTpaHcdepa3bl B KpPOBH, OIpElEICHHE
AKTUBHOCTH aJlaHWHAMUHOTpaHCchepassl B KpOBH, onpeereHue AKTUBHOCTH
JaKTaTACTHAPOTEHA3HI B KPOBH C IIEJIbI0 BepU(UKAIIMK TUATHO3a, TUATHOCTUKU COITYTCTBYIOIIEH
[aToJIOTUH, OLleHKH (pyHKIMM neuenu [4, 5, 20].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — S)

KommenTapuu: yposenv axmuenocmu JI/I' cvieopomku Kpogu s6nsemcsi Maibim

ouaenocmuyeckum kpumepuem I[IM®D. Ananuz kposu Ouoxumuyeckuil ooujemepanesmudeckuil
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6bINOJIHAIONT HA MOMEHRM YCNMAHOB/IEHUA duaznow, He peoitce 1 pasae 6M€C}1L;€6 npu Ha6m0()eHuu,

He pexce 1 paza 6 mpu mecaya npu yumopeoyKmueHoU mepanuu.

PexoMeHnayeTcsi MOJIEKYJISIPHO-TEHETUYECKOE HCCIeJoBaHuE MyTauuid B reHe JAK2 B
KpPOBU METOJOM CEeKBeHUpoBaHHs (MyTamuu B 12 sk3oHe reHa JAK2) marueHTtam ¢
ypoBHEM reMorsioonHa 6osiee 165 r/n y myxkuns u 160 1/1 y )KEHIIWH, WA TEMaTOKPUTOM
6onee 49% y myxuuH u Oonee 48% y JKEHIIUMH MpPHU OTPHULIATEIBHBIX PE3yIbTaTax
MOJIEKYJIIPHO—TEHETUYECKOTO UCCIIE0BAHUS MapKepoB Ph-HeraTuBHBIX
muenonpoaudepaTuBHbIX 3a0oneBanuii (Mmyrauuu B renax Jak2, MPL u CALR) nns
Bepudukanuu quaraosa UII [6-14, 17, 20].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)

Kommenrapuu: mymayuu 12 sx3ona cena JAK2V617F evisagnaromes 6 2-5% nabarooenui

npu UII.

Pexomenayercss MOJIEKYISIPHO-TEHETUYECKOE HCCleIoBaHUE MyTauuil B reHax ASXLI,
EZH2, TET2, SRSF2, SF3Bl 6 Kkposu, MOJEKYJIIpPHO-TEHETHUYECKOE HCCIEIOBAHUE
MyTanuii B reHe [DHI B OuoncuitHoM (OmepalMoHHOM) MaTepHuaye, MOJICKYJISIPHO—
TeHETUYECKOe HCCIIeI0OBaHne MyTanuii B reHe /DH2 B OHONCHIHOM (OmneparioHHOM)
Mmatepuaie y mnauueHToB Ph-neratuBubiMu MIIH mnpu oTpumarensHoM pesynbTaTe
MOJIEKYJISIPHO—TE€HETHYECKOT O UCCJIEIOBAHUS MapKepoB Ph-neraTuBHBIX
MuenonponudepaTUBHbIX 3a0oneBanuii (Mmyranuu B reHax Jak2, MPL u CALR) nmns
Bepu(UKaLUU TUarHo3a, AJs pemeHus Bonpoca o nposenenuu amio-TT'CK mpu [IMO [9,
10, 89, 90].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 4)

Kommenrtapuu: swisgrenue mymayui 6 cenax ASXLI, EZH2, TET2, IDHI/2, SRSF?2,

SF3B1 y 6oabnbix Ph-necamusnvimu MIIH npu omcymcemeuu OpatieepHuix Mymayuii no360.sem

00KA3amb KIOHAIbHOCb U S618eMmcs OCHOBAHUEM NPpUMEHREHUA 00bUL020 OUACHOCMUYECKO20

kpumepus [9]. Hanuuue mymayuii 6 eenax ASXLI, EZH2, IDHI1/2, SRSF2 y 6onvnbix T[IM®D

onpeoensiem 8blCOKUL PUCK NPOSPeCCUPOBAHUS, KOPOMKYIO OOUYIO BbIHCUBAEMOCTb.

PexoMeHayeTcsl IIMTOTEHETHYECKOE HCCIEA0BaHUE (KApHOTHI) KOCTHOTO MO3ra y
NAIMEeHTOB C HETHUITUYHON KIIMHIUYECKOU, MOp(oIornyeckoit KapTHHOH 3a00J1eBaHus, IPH
orcyrcTBuM Mytanuii reHoB JAK2, CALR, MPL; Bcem xangunatam Ha amo-TI'CK ¢

IEJIBI0 OIEHKH IIUTOTEHETHIECKUX (haKTOPOB HEOJIAronmpusITHOTO MPOorHo3a [5-20].
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YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

Kommenrapuu: Yacmoma evisignenus xpomocomuvix abeppayuii 0o 10% na momenm
NOCMAaHOB8KU  OuacHosa. Buisgnenue xpomocomHuix  abeppayuii  npu  CMAHOAPMHOM
YumozeHemu4eckomM UCCie008aHUU ABNIAEMCs HeOIA20NPUSMHBIM NPOSHOCMUYECKUM Kpumepuem
npu onpeoeieHuu cmeneHu pucka coenacro unoexcy DIPSS+ ([Ipunooicenue I'). Takmuxa edenus
nayuenmos ¢ MITH b6asupyemcs na onpedeneHuu npoSHOCIMUYECKOL 2PYNNbl.

e PexoMeHnayercsi BceM NalMeHTaM Iepe] MPOBEACHUEM HMHBA3UBHBIX MPOLEAYp, Nepen
rocrnuTaiu3aneil, Mo KIMHUYECKUM I[OKa3aHWSAM B TpyNHax pUCKa AJs BbISBICHUS
reMOTPaHCMHUCCUBHBIX nH(pekuuii [5, 37, 108]:
ompejeneHue  aHtuTen K OmegHou  Tpenoneme  (Treponema  pallidum)
umMMyHO(epMeHTHBIM MeToioM (MDA) B KpoBH) WK OIpesie/ieHue aHTHTEN K OJIeHOM
tpenoreme (Treponema pallidum) B HeTpenonemusix Tectax (RPR, PMII) (kauecTBeHHOE
U TIOJTYKOJIMYECTBEHHOE UCCIIeIOBAaHUE) B CHIBOPOTKE KPOBH;
antutena Kk BUY (Onpenenenue antuten kinaccoB M, G (IgM, IgG) k Bupycy
ummyHoaeuuta yenosexka BUY-1 (Human immunodeficiency virus HIV ) B XpoBH;
Omnpenenenue antuten kiaaccoB M, G (IgM, IgG) k Bupycy uMMmyHoaedunTa 4eaoBeKa
BUY-2 (Human immunodeficiency virus HIV 2) B XpoBu;
uccienoBanus Ha BupycHeie renatuthl B u C — onpenenenue anturena (HbsAg) Bupyca
renatuta B (Hepatitis B virus) B KpOBH U OIpEIEIICHHE aHTUreHa Bupyca remnarura C
(Hepatitis C virus) B KpOBH.

YpoBenb  yOeautreqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

2.4 UHcTpyMeHTAJIbHbIE THATHOCTHYECKHUE UCCIeTOBAHNS

e Pexomenayercss BceM MalUeHTaM C IIpeaBapuUTelbHbIM auarHo3zoM MIIH nomyuenue
THCTOJIOTHYECKOTO Tpernapara KOCTHOTO Mo3ra (TpenmanoOuorncust TpeOHs MOAB30IIHOM
KOCTH) C MAaTOJOTOAHATOMHYECKHM WCCIIEJOBAHUEM OWOINCUITHOTO (ONepaliiOHHOIO)
MaTepuana KOCTHOTO MO3ra ¢ MPUMEHEHHEM HMMYHOTMCTOXMMHUYECKHUX METOJOB IS
BBISIBJICHUS PETUKYJIMHOBBIX M KOJJIAT€HOBBIX BOJIOKOH Ui YCTAHOBJIEHHS IUAarHo3a,
npoBeneHus auddepenunansHoi nuarnoctuku B rpymme Ph-neratusasix MITH [6, 20,
37].

YpoBenb  yOeaureqabHoOCcTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)
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KomMmeHnTapuu: 2cucmonoeuueckoe ucciedoganue KOCMHO20 MO324 HA MOMEHM
ouazHoCmuxu ciedyem 6bINOJIHAMb 8CeM NAYUEHMAM C NOPO208bIM YPOBHEM 2eMO2100uUHa U
eemamoxpuma, umo nosgoasem uckiouumes IOT u [IM®. ['ucmonoeuueckoe ucciedosarue
KOCMHO020 M032a 86e0eH0 6 bonvuue kpumepuu ouacnocmuku IIM® 6 kraccugpuxayuu BO3.

Ilpu mnabnooenuu ucciedosaunue BbINOJHAECMCA NO  KIUHUYECKUM  NOKA3AHUSAM

(KOHcmamauuﬂ npocpeccuu uiu pemuccuu 36160]1666171”)1).

e PexoMeHayercsi yIbTPa3ByKOBOE HCCIIEJJOBAHME OPraHOB OpIOIIHOM  MOJOCTH
(KOMILJIEKCHOE),  YJIbTPa3BYKOBOE  HCCJIEIOBAaHME IMOYEK W  HAJINOYEYHUKOB,
YIIBTPa3BYKOBOE UCCIICIOBaHKUE TUM(PATHIECKUX Y3JI0B (0/IHa aHATOMUYECKAas 30Ha) BCEM
NalyMeHTaM JUIsl  ONpEACNIeHUs CONYTCTBYIOUIEH MaTOJOTUM, OICHKHA CTENEHU
rernaToMerajiui u cruieHomeranuu [4-6, 20, 37].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH
J10KAa3aTeJIbLCTB — S)

KommenTapuu: na momenm ycmanosnenus ouaznosa, samem He pedxce 1 paza 6 200 u
OONOJHUMENLHO NO NOKA3AHUSIM.

e PexomeHnayercss QyII€KCHOE CKAHMPOBAHHWE HUYKHEW MOJIOW BEHBI M BEH MOPTaJIbHOU
cucreMbl manueHtam ¢ MIIH npu nongo3penun Ha TpomOO3 BOPOTHOM BEHBI, BETBEH
BOPOTHOM BEHBI, CEIE3€HOYHOW BEHBI, BEpXHEH OpBDKEEYHOW BEHBI VISl BBISBICHUS
MIPU3HAKOB TPOMOO03a COCYZ0B MOPTaIbHOM cucTemsl [119].

YpoBenb  yOeautejlbHOCTHM pekoMeHaanuii B (ypoBeHb  [10CTOBEpPHOCTH
JA0KA3aTeJbCTB — 2)

KommenTapuu: uccreoosanue nozeonsiem 6ulasumv Kak npsmvle, MaKk U KOCBEHHble
NPUSHAKYU MPOMOO3a COCYO08 NOPMANbHOU CUCMEMbl, CB0€BPEMEHHO NOCMABUmMb OUACHO3 U
onpedenums neuebHy0 makmuky. B ciyuae ocmpozo mpomboza Heobxoouma 20cnumanu3ayus 6
eemamono2uieckoe omoenenue.

e Pexomenayercsi marmumentam ¢ MIIH npu octpom 0oyieBOM CHHApPOME B JIEBOM
noapedepre, MPU MOAO3PEHUH HAa MH(APKT CEJIe3eHKH, IPU COCTOSBILIEMCS] TPOMOO3€ B
CHUCTEME TMOPTAIBbHBIX BeH (OOHAPY)KEHHOM TIPH YyJIbTPa3BYKOBOM HCCIICIOBAHUH )
KOMIIBIOTEpHas ~ TomMorpaduss ~ OpraHoB  OpIOIIHOM  MOJOCTH C  JABOWHBIM
KOHTPACTUPOBAHMEM, WJIM MarHUTHO-PE30HAHCHAs TOMOTrpadusi OpPraHOB OpPIOIIHOMN
MOJIOCTH C BHYTPHUBEHHBIM KOHTPACTUPOBAHHMEM, JIJISl ONpENEICHUsS 00bheMa CEJIe3CHKH,

OIICHKH COCTOSIHHSI COCYZIOB OpromHou mosocty [1, 5].
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YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapum: ocmpoie xupypeuueckue namono2uu OprowHOU NOI0CMu Kpatine onachbvl
u mpebylom CpoYHO20 XUpYp2uuecko2o emeuwiamenscmed. Tpomb6o3 cocy0o8 nopmanvbHou
cucmemvl paznuyaOm NOJIHbIU U YACMUYHBLU, d MAK#ce OCMPYIo U XpoHuyeckyto popmy. Ocmpas
Qopma  modxcem  npoaGNAMbCA  uwemued U UHDAPKMOM — KUWEYHUKA — B8Cle0Cmeue
pacnpocmpanenus mpomba Ha Me3eHmepuanvbhbie Ccocyovl. Xpouuueckas gopma uyawe
beccuMnmomMuas 6 culny 6KIYeHUs KOMNEHCAMOPHLIX MEXAHU3ZMO8, MAKUX Kax Oulamayus
neyeHOYHOU apmepuu u pazeumue cemu Koramepaneu. Ilposgnenusmu XxpoHuuecko2o mpomoosa
Mo2ym Obimb KPOBOMEUEHUs. U3 HCeNYOOUHO-KULUEYHO20 MPAKma KaK Cle0Cmeue nopmaibHOu
eunepmensuu u oOuruonamus. B makux cnyuasx HeobOX00umMo paccmompemv 60nNpOC O
XUpypauieckom JeueHuu  (CNieHIKMOMUs, HANOJCeHUe NOPMOKABAIbLHO20 AHACMOMO3d,
9HOOCKONUYECKOe TUSUPOBAHUE BAPUKOZHBIX PACUUPEHUL NULLe800a).

e Pexomenayercss BceM NalMEHTaM C NOPTAJIbHOW TMIIEPTEH3UEH BCIEICTBUE MAaCCUBHOMU
CIUICHOMETaINMM W/Uiau TpomOO3a B CHUCTEME IMOPTaJbHBIX COCYIOB IPOBEICHUE
a30daroracrpoayonaerockonuu (JI'JIC) ¢ oreHKoil BeH MUIIEBOJA MAJIS BBISBICHUS
BAPUKO3HO-PACHIMPEHHBIX BEH B TMHUIIEBOJEC U KEIYIKE, BBISBICHUS MOPTAIbHOU
TUIIEPTEH3UOHHOW BacKyJo- U ractpomnaruu [62, 105].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapuu: y oaunou xamezopuu nayueHmos8 6biCOKUL PUCK KPOBOMeEYeHUU U3
BAPUKO3HO—PACUUPEHHBIX 6eH NUWe800a U dcenyoxa. Ilpu omcymemeuu pucka KpogomedeHut u3
sapuko3Ho-pacuupernvix een nuujeeooa I J[C swvinousiom ne pedce 1 pasa 6 2o0. B ciyuae
HAIU4Usl PUCKA KPOBOMEUeHUs U3 BAPUKOZHO-DACUIUPEHHBIX 6€H NUWeB00a UCCIe008anue
svinonnAom He pexce 1 pasa 6 3 mecaya.

e Pexomenayercs nammentam ¢ MIIH ¢ nedanruyeckuM CHHAPOMOM MJisi OTIpEIEICHUS
COMYTCTBYIOIIEH NaTOJIOTUU MPOBEACHHE JIYTLIEKCHOTO CKaHMPOBAHUS
OpaxuouedanbHbIX apTepuil C LBETHBIM JOMIIEPOBCKUM KapTUPOBAHUEM KPOBOTOKA C
[IEJIBI0 OTpeIeTICHUSI pucka TpoMO03a B CHUCTEME HepeOpaibHBIX apTepuil, pucka THUA u
OHMK [66, 67, 125].

YpoBenb  yOeautejlbHOCTHM  pekoMeHaanuii B (ypoBeHb  [10CTOBEpPHOCTH

J10Ka3aTeJIbLCTB — 3)
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e PexoMeHayeTcsl OlleHKAa PUCKAa TPOMOOTHYECKHX OCIIO)KHEHUH U CMEPTU OT CepACUHO—
COCYIUCTBIX  OCJOXHEHMH, I BBIABICHHA [NPOTUBONOKA3aHUM K  JICYECHUIO
THIpOKCcUKapOaMuiom **, pykconutuHnOoM™*, anarpenuaowm [1, 5, 20, 37].

YpoBenb  yOemuteqbHOcTH pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — S)

Kommenrapuu: Buwiserenue ¢axmopos pucka pazeumus cepoeyHo-cocyoucmou
namonoauu y nayuenmos ¢ MIIH noseonsem ceoegpemenno 6bvloeaumv cpynny nayuenmos,
mpebyowux akmueHo20 HAOI0OeHUA U NPOBeOeHUs NPODUIAKMULECKOT 2eMOKOPPEeKmupyouetll
mepanuu 8 COuemanuu co cneyupuueckoll yumopeoykmusHou mepanuetl.

2.5 NHble TUarHocTU4YecKHe UccjieJ0BaHus

e Pekomennayercs mpuMeHATH cTpaTH(ukanuio pucka y namueHtoB ¢ UII mis onenku
BEPOSATHOCTH TPOMOOTHUYECKUX OCIOKHEHUH, MPUBHOCSAIINX HAMOONBIIUN BKIad B
CTPYKTYpY CMEpPTHOCTH W WHBAIUAM3AINH, OOYCIOBICHHYIO 3a00JICBaHHEM, a TaKkKe
KTy JUisl onpeaesieHus nporuosa [49, 68, 71, 73].

YpoBenb  yOeautreqabHoOCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB —4)

KommenTapum: no pesyromamam ucciedosanuil Haubonee yCmoudyugblMu (hakmopamu
pucka 011 mpombomuueckux ocnodxcrenuu npu HII senaromces o3pacm cmapue 60 nem u
Hanuyue mpomb60o306 6 anammuese. llpu smom yenecoobpasHo makoice yuumoléams ooOujue
@axkmopwl pucka 011 cepOeuHo-cocyOUCTbIX, MPOMOOMUUECKUX U 2eEMOPPALUYECKUX OCTOHCHEHUU
(IIpunoxcenue 12). J[na oyenku UHOUBUOYANLHOZO NPOSHO3A YENeCOOOPA3HO UCNONb308AMb

unoekc, pazpabomannwiii 6 2013 2. (Ilpunoscenue I'3).

e PexoMeHayeTCs MPUMEHITh CTPATU(UKAIMIO PUCKA y ManmueHTOB ¢ DT nans oueHKu
BEPOSATHOCTH apTepUATBHOTO TPOMOO3a, OOYCIIOBIMBAIONIETO WHBATUAU3AIUIO U
OTrpaHMYMBAIOIIUX MTPOIOJKUTEIBHOCTD JKU3HU NaueHToB [43, 67-71].

YpoBenb  yOemuteqbHOcTH  pexkoMenaanmidi C  (ypoBeHb  [10CTOBEPHOCTH
J10Ka3aTeJIbLCTB 4)

KommenTapuu: Ha ocnosanuu mexncOyHAPOOHLIX MHO20UEHMPOBbIX UCCIe008aAHUL
akcnepmamu BO3 6vin  pazpabomar MeHCOYHAPOOHBIN NPOSHOCMUYECKUL UHOEKC PUCKA
passumusi apmepuanrvro2o mpomoosza npu IOT - The International Prognostic Score for ET

(IPSET-thrombosis) ([Ipunoicenue '4)
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e PexomeHnayercs NpuMEHATHh CTpaTu(uKanuio pucka y Bcex mamueHTtoB ¢ WII mos
orpezeNieHus] UHAWBHUIYaJIbHOTO MPOTHO3a MallMeHTa JJIs ONpeAeNICHUS] TAKTUKU Tepanuu

[44, 64, 71, 82, 84].

YpoBenb  yOemuteqbHOcTH pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB —4)

Kommenrtapuu: npocrnosuposanue OB 6azupyemcs na oyenke He MOIbKO KIUHUYECKUX,
1a0OpaAmMoOpHbIX, HO U  MOJNEKYIAPHbIX — Xxapakmepucmuk. Hebnaconpuamuvie mymayuu
sviasnaomes Yy 2% nayuenmos ¢ HIl. Hoevle Oannvle ne2iu 8 OCHO8Y pa3pabomixu
Medicoynapoonoii npocHocmuyeckol cucmemyl ¢ y4emom MOJeKyIAPHO — 2eHeMU4ecKux OaHHbIX

onst ucmunnou noauyumemuu (MIPSS-PV) (Ilpunoxcenue I).

e PekoMeHnayercss NMPUMEHATh CTPAaTU(UKAIMIO pHCKa y BcexX manueHToB ¢ [IM® s
oTpesieNieHUs] MHAUBHUIYaIbHOTO MPOTHO3a MAIMEeHTA JJIs OTPEACTICHUS] TAKTUKH TeParuu

[71, 86-90].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0Ka3aTeJIbCTB —4)

Kommenrtapuu: g 2009 2. F. Cervantes et al. npeonoscunu MexncOyHapoomuwiii unoexc
oyenxu npoenosa (International Prognostic Scoring System, IPSS), komopwiii cuyscum 0ns
onpeoeneHuss NPOSHO3A HA MOMeHm YCMAaHO8NeHuss ouazno3a. bvinu eviasnensvt credyoujue
Gaxmopsi, O0ocmosepHo GrUAIOWUE HA BLIHCUBAEMOCMb NAYUEHMO8: B03DACHI, YPOBEHb
2eMo2100una, npoyenm O1acmos 6 nepugepuieckol Kposu U Haiudue CUMNIMOMO8 ONyX0ae8ou
unmokcuxayuu. B cozoannoil npoenocmuyeckoll cucmeme UCNOIb3Yemcs OANNbHAA OYeHKd, 20e
Kaxcoomy u3 npu3Hakos npuceausaemcs no oonomy oauny (Ilpunosxcenue I'5). Pazoenennvie no
KOIUYeCms8y NpOSHOCMUYECKUX Oallog 2pynnel NAYUEHMO8 CMAMUCMUYECKU 3HAYUMO
PAa3uuaomes no OIUmenbHOCmu 0oujeli 8blHCUBAEMOCHIU.

B 2010 2. F. Passamonti et al. cucmema IPSS 0Ovina mooupuyuposana ¢ nomowso
npuceoenus pakmopy yposHs cemocnoouna mernee 100 2/n 08yx bannos emecmo ooHoeo. Taxoice
ObLIa UBMEHeHa Kaaccupukayus no epynnam pucka coomgeemcemeenuo oannam (Ipunoosicenue 1°6).
Hosvuii npoenocmuuecxuti unoexc Dynamic IPSS (DIPSS) cnocoben npedckasvieams puck
mpancghopmayuu 8 110O0U MOMEHM OYeHKU, a He MOJbKO Npu yCmauoeieHuu ouazHosa. Ha
npocro3 npu [IM® oxazvieaem énuanue pso MONEKVIAPHLIX MAPKEPOS8 — MO MYMayuu 6 2eHax
JAK2, MPL, CALR, EZH2, ASXLI, IDHI/2, SRSF2. Ilepeuucnennvie maprkepvl GKIHOUEHbl 6

Medicoynapoouyro mymayuonuyro npoehocmudeckyio wikaury MIPSS
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e PexomeHayercs NPUMEHSTh CTPAaTH(UKANMIO PUCKAa Yy Bcex mamueHToB ¢ OT s
orpezeNieHus] UHAWBHUIYaJIbHOTO MPOTHO3a MallMeHTa JJIs ONpeAeNICHUS] TAKTUKU Tepanuu

[44, 68-70].

YpoBenb  yOemuteqbHOcTH pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB —4)

KommenTapuu: npocnosuposanue meuenus OT OCHOBAHO HA KOMNIEKCHOU OYEHKe
KAUHUYECKUX, — 1aO0pamopHulX,  MONEKVIApHbIX — OanHblX. Hebnaconpusmuvie  mymayuu
sviagusaiomes 6 10% nabnodenuit npu IT. B ucciedo8anusx nooOmeepicoeHo He3a8UCUMOe
npocHOCMUYecKU HebIa2onpusimHoe 8nusHUe Ha NOKA3amenu blHCUBAeMOCmU Mymayuti 8 2eHax
SF3BI1/SRSF2, so3pacma >60 nem, myxcckoeo nona. Ilonyuennas ungpopmayus neena 6 ocHOBy
Medstcoynapoonoti npoeHocmu4eckol CUcmemsl, yu4umvléarowelu pe3yabmamvl MONeKYIAPHO-

eenemuyeckux ucciedosanuil y nayuenmos ¢ T (MIPSS-ET)

3. JqueHne, BKJII0Yasd MCAUMKAMCHTO3HYI0O U HECMCAUKAMECHTO3HY IO
Tepamnuu, IM€TOTCPAIINIO, 066360JII/IB3HI/IG, MEIUIIMHCKHUC MTOKA3aHUA U

HpOTPIBOHOKaI}aHl/IH K l'[pI/IMeHeHI/IlO METOA0OB JICUCHUA
3.1 JleueHHe HCTHUHHOW MOJUIUTEMUH

Ilenu mepanuu HII: npeoomspawenue u nedenue mpomMOOMUYECKUX OCIONCHEHU,
KOHMPONb CUMNMOMOS8 ONYXOJIeB0l UHMOKCUKAYUU (CHUdMCEHUEe MAccbl mend, NOmMIUBOCHb,
JUXOPAOKaA), ceedeHUue K MUHUMYMY PUCKo8 oaacmuot mpanchopmayuu u 6 nocm-MI1 MD;

npeoynpestcoenue 0CI0HCHeHUlL 8 Cyyae OepemMenHOCU, XUPYpeUuieckux onepayuil.

e Pexomenayercsi TmpoBefcHHE KpoBomyckaHuil (diedoTromMuil) A MOAAEpNKAHUS
remarokputa B nipeaenax 40-45% nnsa Bcex mamueHToB ¢ UII ¢ nenpio CHUXEHHS pUCKa
CEepACYHO—COCYIUCTHIX ocyiokHeHul [40, 45].

YpoBenb  yOeautejlbHOCTHM  pekoMeHaanuii B (ypoBeHb  [10CTOBEpPHOCTH
JA0KA3aTeJbCTB — 2)

KommenTapuu: xposonyckaunue nposoosim 8 CmepuibHbiX YCIO8USX, 68 NpoueoypHOM
Kkabuneme. llpomueonokasanus. WOK, KOLIANC U Opyeue COCMOAHUS, CONPOBONCOaouuecs
naoenuem AJl, anemus, ucmowjeHue U pe3KO BbIPANCEHHIU CKIEPO3 MO3208bIX COCYO08,
mpombomuueckue u cemoppazuyeckue cobvimus 6 amamuese, noxcunou eospacm. Ob6vem
2eMOIKCPY3uU 3a8UCUM OM 00uje20 coCmosanUs 60IbH020 U 8 cpedHem cocmagasiem 250—-500 mn
¢ nocnedyrowum 6ocnoineHuem odvema yupkyaupyrowet kposu 0,9% pacmeopom nampus

xnopuoa** 1ubo ¢ npedsapumenvbHol 6HYMPUBEHHOU KaneibHoU uHpy3uel oovema HeuoKkocmu,
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npesviuanuieco NiaHupyemvlltl. 00veMm Kpo8OnyCKaHus. [[isi yMeHbulenus pucka u JjeyeHus
mpom00306 Ha one 2emodIKchy3uu 603mMoxcHO 6Hympugentoe esedenue 5000 EJ] cenapuna
Hampua™**, 6 mom uucie dobasnenue e2o 8 uHQy3uUo socnoaHawel scuokocmu. Kposonyckanus
npoBoOsAIMcs 4epe3 OeHb, NAYUEeHMAaM C CONYMCMmEYIuel cepoeyHo-cocyOuUcmou U J1e2o4Hou
namonaozuell — 2 pasa 6 Hedeno (MUb0 yMeHbularom obvem Kposu, YOansiemol 60 8pems
npoyedyput). OCHOBHOU Yenblo NeueHUs AGNAEMC NO00ePIHCanue 2eMamokpuma 6 npeoenax 40—
45%. Ilpu npumamuu peuwieHusi 0 Ceancax KpOBONYCKAHUL KOHYEHMPAYUro 2emMo2i00una He
yuumviearom [46]. Anomepramusou KpoBONYCKAHUAM ABIAEMC NPOBEOEeHUe annapamuoco
apumpoyumaghepesa.

e Pexomenayercs ais Bcex narueHToB ¢ WI1 nmpuem #aneTuncanuimioBoi KUCIOTBI* * (75-
300 mr/cyT) ¢ nenbio npoGUIaKTUKH TPOMOOTHYECKUX OCIIOKHEeHuH [36, 41, 71].
YpoBenb  yOeautelbHOCTHM  pexkoMeHaanuii B (ypoBeHb  [10CTOBEpPHOCTH

JI0Ka3aTeJILCTB —2)

Kommenrapuu: mepanus Huskumu o0osamu #Hayemuncanuyunosou  Kuciomol **
aghghexmuena 051 KynuposaHusi 6a30MOMOPHBIX CUMNMOMOS, c8s3aHublx ¢ UII. Bazomomopnsie
CUMNMOMbL BKAIOUAIOM 20JI06HblE OONU, 20]I080KPYICEHUE, MPAHIUMOPHbBIE HEBPON0UHEeCKUe
HapyuieHus, NosGNeHUe CKOMoMbl, WyM 8 YUax, amunudnsll OUCKoM@opm 6 2pyou, napecmesuu
u opumpomenancuro. MU CUMAMOMbL 00YCI06/IeHbl  AHOMAILHLIMU — B3AUMOOCUCMBUIMU
MpoMOOYUMo8 U dHOOmMenuss Ha Mauvlx cocyoax. lucmonamonocuueckue uccie0o8anus npu
apumpomenaneuy 8vlAGUIU Oozcamvle MpPOMOOYUMAMU APMEPUOTAPHbIE MUKPOMPOMObL  C
9HOOMENUANLHBIM BOCHANCHUEM U Hpoaugepayuei UHMUMbL COCYO08, CONPOBONCOAIOUJUECS]
NOBLIUEHHBIM NOMpedIeHUeM MpPoMOOYUmMos.

e Pexomenayercsi npueM HaneTHICATUIMIOBON KUCIOTHI™* mo 75-150 mr 2 pasza B 1eHb
BceM nanuentam ¢ U1 ¢ cepreuno-cocyaucTsiMu (pakTopamu pucka, JSHKOIUTO30M, PH
HEaJIeKBaTHOM KOHTPOJI€ KOHCTUTYIHUOHAIbHBIX CUMIITOMOB MPU OJHOKPATHOM IpPUEME
npenapara JUist CHIDKEHUS] pUCKa TPOMOOTHYECKUX OCNoKHeHUH [49, 71].

YpoBenb  yOemuteqbHOcTH  pexkoMenaammii C  (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 4)

e Pexomenayercs #iuonumorpen** (75 wmr/cyr) ans Bcex mamuentoB ¢ UWII mpu
HEMEPEHOCUMOCTH WJIM TMPOTUBOMOKA3aHUAX I #aleTHIICATUIIMIOBON KUCIOTBHI** ¢
LEJNIBI0 TPOPUIAKTUKY TPOMOOTHUECKUX OCIIOKHEeHHi [1, 2, 48, 49].

YpoBenb  yOeaureabHOCcTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 4)
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Pexomenayercsi KynupoBaHuE MOAUDUIHMPYEMBIX CEPACYHO-COCYAUCTBIX (PaKTOPOB
pucka st Bcex mnauumeHToB ¢ MII ¢ 1menpio CHMKEHUST PHCKAa TPOMOOTHYECKHX
ocioxHeHui [1, 2, 4].

YpoBenb  yOemuteqbHOcTH pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KAa3aTeJIbLCTB — S)

KommeHnTapuu: omkas om KypeHus, HOpMAIu3ayus ypoeHs apmepuaibHo20 0deleHus,

KoppeKyus cunepxojlecmepuHemuu, cunepeiukemuu, Hopmaitusayusl eeca, adexsamHuoe Jie4eHue

cepoeyHO-coCyOUCmbIX 3a001e68aHULL CHUNCAE PUCK MPOMOOMUYECKUX OCTOHNCHEHU.

PexoMenayercsi HaszHaueHue amtomypuHoisa** B goze 100-300 wmr/cytkm wnum
debykcoctata B 03¢ 80-120 mr/cyt nmanmentam ¢ UI1 nmpu runepypuxkemuu. [Tokazanuem
K MPOBEJCHHUIO TE€palUH aJJIOMYPUHOIOM™* SBIIsieTCS] MOBBILICHHBIH YPOBEHb MOYEBOM
KHCJIOTBI, B TOM YHCJIE IIPU OTCYTCTBUU KIMHUYECKON CUMIITOMAaTukH [5, 137].

YpoBenb  yOenuteqbHOocTH  pexkoMenaanmidi C  (ypoBeHb  [10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

KommenTapuu: nasuauenue npenapamog nposooumcs no0 KOHMpOoiem YPOSHs MO4e80U

Kucjiomsl 6 Kpoeu 6 coomeemcmeuu ¢ uHcmpyKL;ueﬁ.

Pexomenayercsi s manumentoB ¢ UII nmns ycrpaneHuss KOXHOTO 3yna  (Kak
KOHCTUTYIIMOHAJIBHOTO cuMmntoMa MIIH) nedeHne aHTUTHCTAMUHHBIMH CpEACTBAMU
CHUCTEMHOTO JCHCTBUSA, aHKCHOJWUTHUKAMH, MpU HEIDPEKTUBHOCTH CUMITOMATHYECKON
Tepanuu — #uHTeppepon ambda-2b** 1-5 munm ME n/k 3-5 p/Hen, pykconuTtuHHO™*,
ruapokcukapobamun** 1, 2, 5, 37, 54, 59, 61, 137, 138].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)

KOMMeHTapHI/I: namoceHemu4ieckozo cpedcmea 0Nl JleYeHusi KONCHO20 3y0a (KCZK

KOHCcmumyyuonaibHozo cumnmoma MIIH) ne cywecmeyem. [Iposooumcsa cumnmomamuyeckas

mepanus.

Pexomenayercss HabOrofeHue, CUMITOMaTHYeckas Ttepanus (kpoBomyckanus/OLD,
#HanetuncanmuimioBas kuciota™** 100 Mr B 1eHb, MepopasIbHO, TUTEIHHO) JIJIS TAIIMEHTOB
¢ HUII rpynmel HH3KOrO pHCKa C LEIBIO CHWXKEHMS  pHUCKAa  pa3BUTHUSA
TpoMOoreMopparuieckux ocioxuenuii [1, 4, 41, 49, 71, 73].

YpoBeHb  yOeauTeIbHOCTH pekoMeHgauuii B  (ypoBeHb  /10CTOBEPHOCTH

J10KAa3aTeJIbLCTB — 2)
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e Pekomenayercs MeIMKaMEHTO3Has Tepanus 1uis narueHTo ¢ MI1 rpymmbr HU3K0ro pucka
pa3BUTHS TPOMOOTEMOPPATrHIECKUX OCIOKHEHHHA B CIy4asx IUIOXOW MEPEHOCUMOCTH
kpoBonyckanuit/OL®, 4YacThIX KpOBOMYCKAaHUAX (MPH HEOOXOAMMOCTH TPOBEICHHS
reModkcy3uit yame, yeM 1 pa3 B 3 mecsna), IpU3HAKaxX MPOrPECCUPOBAHUS OOJIE3HU
(mosiBJIIEHUE KOHCTUTYIIMOHAJIBHBIX CHMIITOMOB, HapacTaHUE JIWKOIMTO3a W/WIH
TPOMOOIIMTO32), CHUMITOMATHYCCKOH WM MPOTPECCUPYIOMICH CIUICHOMETAIUN He
obycnosnenHoit cuaapom bamna - Kuapu), mpu tpombormTose >1000x10%/1 [1, 2, 5, 37,
54, 59].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — S)

KommenTapum: 6wi60p npenapama nepeou Jaunuu  onpeoensemcs  603pacmom
(naznauenue #unmepgepona anvgha-2b** no 0,5-5 mma ME n/k 3-5 pa3 B Heneno, noodkodicHoe
86edeHle IeKapCmEeHH020 npenapama, ONUMeENbHO, NPeOnoOYmMuUmenbHO MOI00bIM NAYUEHMAM
[53, 54, 59, 137, 138, 139]),; conymcmeyoweti namonoaueti (#unmepgepon anrvgha-2b** credyem
HA3HAYAMb ¢ OCMOPOANCHOCIBIO NPU AYMOUMMYHHBIX 3A001e6AHUSAX, INUTENCUU, Oenpeccul,
euopokcuxapoamud** credyem HazHawamov ¢ OCMOPOAICHOCHBIO NPU OaAsaIuoMe, Kamapakme);
euopokcuxapoamud ** npomusonoxazan npu bepemeHHocmu (3a UCKIIOYEHUEM Cy4aes, Ko20d
nonb3a npesvluiden NOMEHYUATbHbIL PUCK UCHONb306AHUL NPenapama), pPyKCOIUMuHuoO **
3apecucmpupoan Ol HA3HAYEHUs NpU  Pe3UCEHMHOCMU  UIU  HenepeHOCUMOCHU
euopokcuxapoamuoa™**, 603M0JHCHO HA3HAYEeHUe NO UHOUBUOYATLHLIM HOKA3AHUAM NpU
PE3UCMEeHMHOCMU  UIU ~ HenepeHocumMocmu  npenapamog  #ummepgepona-anvga-2b**,
MPOMOOMUYECKUX U/UTU 2eMOPPASUYECKUX OCTONCHEHUSIX, CUHOPOME NOPMATLHOU 2UnepmeH3ulL,
cunopome baooa-Kuapu (Ilpunoscenue A3, mabauya 1) [77].

B nacmoswee epems xopowo uzgecmmuo, umo Hummepghepon anvgha-2b** moorcem
KOHMPOAUPOBAMYb  YPOBEHL 2eMAMOKPUMA, PA3Mepbl CeNe3eHKU U CUMNIMOMbL ONYXO0NeB0ll
unmokcukayuu y oonvuuncmea nayuenmos ¢ UIll. Tepanus #nseunmepgpeponom anvgpa-2b** ¢
o0o3uposke 0,5 mre/ke (35 mxe/ned) 1 paz 6 medento, NOOKOJNCHOE BBeOeHUe JIeKAPCMBEEHHO20
npenapama, no3eoasem Noayyums cemamonocuieckue pemuccuu 6 80% nabarooenui, a maxaice
cHudicenue annenvrol nHazpysku JAK2V6I17F (nonnas monexynapuas pemuccusn 5-10%) [58, 60,
137, 138, 140]. Oonako wupoxkoe npumeneHue uUHMEPHEPOHOB OCPAHUHUBACMCS NJIOXOU
neperocumocmoio. Ilobounvie s¢pghexmul 6vinu 3apecucmpuposanvl v 96% nayuenmos, 22%
APpeKpamuiu leyeHue no NPUUUHe HeXCelamenbHbIX A6IeHUL.

B xnunuuecxom uccnedosanuu 3 ¢haszwl pykcorumunub** noxazan npeumyujecmeo 8

cpasheHuu ¢ - euopoxcuxapoamuoom** y  oonvuvix HIl ¢ uenepenocumocmvio  unu
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pe3ucmenmuocmvblo K euopoxcuxapoamudy** [61, 76, 77]. Koumponv ecemamoxpuma
cocmasnsiem 60% ona pykcorumunuba™* npomus 20% ona euopokcuxapoamuoa**. Koumpoiw
HAO pasmepamiu cene3eHKu U KOHCMUMYYUOHANbHbIMU CUMAMOMAMUu Obll Jyduie npu
UCNONB308AHUU PYKCOTUMUHUOA ™ ¥,

Tepanus 6ycynvganom™** agppexmusna y nayuenmos ¢ UIl. 'Y 65 nayuenmos ¢ Ull, y
KOmopwix 3a001esanue 6110 OuazHocmuposarno 0o 60 rem, noayuaswiux oycynvpan™*, meouana
sviocusaemocmu cocmasuia 19 nem. Toavko y 2 nayuenmos (3,5%) Ha mepanuu moavko
oycynvanom™**, pazeunca ocmpwiii netiko3. Omu yugpol Oviiu 8 npedenax 0A308020 pucka,
npucyujeeo 3a001e6anulo, U HUYeM He OMIUYAIOMCs Om meX, KOmopvle HAOI00armcs npu

mepanuu cuopoxcuxkapoamudom™* [63].

e PexomeHnayercsi KOppEKIUs JO3UPOBKH PYKCOTUTHHUOA™* st medenus narmentoB UIT,
B cly4yae pa3BUTHS remarosnoruueckux HS ¢ menpio KynupoBaHus OCIOKHEHUH JTeUeHUS
[61, 75].
YpoBenb  yOeautejqbHOCTHM  pekoMeHaanuii B (ypoBeHb  [10CTOBEpPHOCTH
JA0KA3aTeJIbCTB — 2)

Kommenrtapuu: [Ipunoscenue A3, mabauya 2.

Kputepun onenku 3¢pgpekTHBHOCTH U epeHocumMocTH Jedenus UII.

e Pexomenayercs seyeHue Bcex mnanueHtoB ¢ HMII mponmosmkare n0 Tex mop, IOka
COXpaHsieTcsl TepaneBTHUeCKHid >PQPeKT (A1 KOHTPOJS CHUMIOTOMOB HHTOKCUKAIIWH,
pa3MepoB CENe3eHKH, NPOPUIAKTHKHA TPOMOOTHYECKUX OCIOXKHEHHM, YBEIMUCHUS
MIPOJIOJDKUTENLHOCTH ku3Hu) [1, 2, 5, 37].

YpoBenb yOenuteqbHOCTH pexkoMeHgauuii C  (ypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuun: wucmunnas noauyumemusi A611emcsi XpOHUYeCKUM 3a0onesanueM,
Jleuenue npoeooumcs OIumenbHoe.

e PexoMeHayeTcsi MPOBOAUTH OLIEHKY 3(PPEKTUBHOCTH U MEPEHOCHUMOCTH IMPOBOAUMOMN
Tepanuu y Bcex mnamueHTtoB MII ¢ ucnonb3oBaHMEM  KPUTEPUEB  KIIMHHUKO-
reMaTOJIOTHYECKOTO OTBETA M PE3UCTEHTHOCTH/HETIEPEHOCUMOCTH THAPOKCUKapObammma™*
ELN [65].

YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbLCTB — S)
KommenTapuu: makmuka 6edenus nayueHmos 8 Hacmosuee 8pemsi 3a8Ucum moabKo om

KIUHUKO-2emanionocu4ecKkoco omeema Ha mepanuro. Knunuuecxasn SHAYUMOCNIb
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YUMO2eHeMUYeCKUxX, MONEKVIAPHBIX, MOP@ON0SUUeCKUX Omeemos 8 Hacmoswee Bpems
oyenusaemcs 6 ucciedosanusix (IIpunoscenue 1'9).

Kpumepuu knunuxo-zemamonozuyeckozo omeema npu nedenuu MI1.

Honnviti  omeem:  ecemamoxpum  <45% 6e3 HeobOXoOoumocmu — 2emMoIKChy3ull
(3pumpoyumadhepesa); mpomboyumor <400x10°/n, neiixoyumuor <10x10°/n, HopmansHble pazmepui
cene3enKu, Hem CUMNMOMO8 3a001e8aHUSl (HAPYUIeHUS MUKDOYUDKYTAYUU, KONCHBIL 3Y0,
201106Has1 O0.b).

Yacmuunslti omeem. He COOMEEMCMEyenm Kpumepusim NOJIHO20 Omeemad, 2eMamoKpum
<45% 6e3 nHeobxooumocmu 2emoskcysuti (apumpoyumacgpepesa) UJIH omseem no mpem uiu
bonee kpumepusam (1eUKOYUMbL, MPOMOOYUMbL, PAZMEPbL CELe3EHKU, CUMNIMOMbL 3a001e6aAHUSL).

Omcymcmeue omeema: 110601 0meem, He COOMEEeMCMEYIOWU YACMUYHOMY UU NOTHOMY
omeemanm.

Kpumepuu pezucmenmnocmu u nenepenocumocmu cuopoxcuxapoamuoa™*,

1 Heobxooumocmov kposonyckaunuii 015 noooepiicanus cemamokpuma <45% nocne 3
Mecayes mepanuu euopoxcuxapoamudom®* >2000 me/oenv UJIH

2 Hexoumponupyemas muenonponugepayus (mpomboyumor >400x10°/n u netixoyumeol
>10 x 10°/n) nocne 3 mecayes mepanuu 2uopoxcuxapbamuoom** >2000 me/denv UJIU

3 HegosmooicHocms pedyyupoeams MAaccugHylo cnieHomezanuio (bonee 10 cm Hudwce
pebeproti dyeu npu narvnayuu) va 50% om ucxoonozo pazmepa UJIN

4. Hegozmoocnocmo o0bnecyums CUMIMOMbI, GbI36AHHbIE MACCUBHOU CHIeHOMe2dIuell
nocie 3 mecsayes mepanuu cuopokcuxkapoamuoom™* >2000 me/0oenv UJITH

5. AYH <1,0x10°/n unu mpomboyumvr <100x10°/n unu zemoenobun <10x10°/n npu
MUHUMATBHOU 003e  2UOpoKcukapoamuoa™*, Heobxooumoi 0as O0oCmudicenHus NOIHO20 UIU
yacmuynoco omeema MJIH

6. Az6bl  Ha  eonewsx  uau  Opyeas — MOKCUYHOCHMb,  ONOCPEOOBAHHASL
euopokcuxapoamuoom** (uzmenenus co CMOPOHbL KOJICU u CUZUCTBIX,
2aCMpOUHMeCMUHANbHbIE — CUMNMOMbL,  NHEGMOHUM,  Juxopaoka) npu  nobotl  0o3e

auopoxcuxkapoamuoa™* [65].

e PexoMeHayeTcsl epexo/ Ha IPYTYIO JUHUIO Tepanuu B cioydae Hed(D(HEKTHBHOCTH WIIN
HETIEPEHOCUMOCTH MPOBOAUMON Tepanui [1, 2, 6, 45, 65].
YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)
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KommenTapuu: eonpoc o cmene mepanuu pewaemcs unmousudyaivo. B cnyuasx
YOO08IemBOPUMENbHOU NEePEHOCUMOCIU U OMCYMCMBUs NOOOUHbIX d¢hhekmos nepeoll TuHUU

mepanut 603MOMNCHA ICKalayus OOSI/IPOGKM npenapamada.

o PexoMenayercsi Bo3MelleHHe neduiuTa kemesa BceM mnamueHTam ¢ UIT y koTopbix
71a00paTOPHBIMU METOJIaMU TOJTBEPKIEH Ne(UIUT jKeje3a TOJNbKO B Cllydae HaJlIu4yus
BBIPQ)KEHHBIX KIIMHMYECKUX MIPU3HAKOB TKAHEBOTO Aepuiura xemnesa [37, 64].

YpoBenb  yOenuteqbHOcTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH
J10KAa3aTeJIbLCTB — S)

KommenTapuu: 6 ciyuae degpuyuma dicenesa, 8vi36anHoco Kpogonyckaruem/ILD unu
amemMuu, pazeueULelicsi 6cledcmeue KpoGomeueHull, 6 UCKIIOYUMENbHbIX CAYYasX MOdcem
PAccmMampusamvcs  HeoOX00UMOCMb mepanuu npenapamamu cenesda. Jlanuyro mepanuio
cnedyem npogooums Npu NOCMOSHHOM MUWAMETbHOM MOHUMOPUHee 00uje2o (KIuHu4eckozo)

anaiu3a Kpoeu.

3.2 JleyeHne 3CCEHIIUAIBLHOH TPOMOOLMTEMUH

Ienu mepanuu OT: npedynpesxxcoeHue mpoMOOMUYECKUX UIU 2eMOPPALULECKUX
OCJIOJHCHEHUL, MUHUMU3AYUSL PUCKA NPOpeccuposanus 3abonesanus ¢ ucxooom 8 nocm-3T MD
uny 6racmHy0 mpaumcopmayuro;, KOHMpOIbL CUMNMOMOS UHMOKCUKAYUU, HpeoynpedcoeHue
OCJI0JICHEeHUlL 8 Cllyuae bepeMeHHOoCmU, Xupypeudeckux manunyaayuil [1, 2, 5].

Llenesoii yposenv mpomboyumos y naAyueHmos, NOAYUAIOWUX MePanulo O00IHCEH

coomeemcmeosams HuvsCHell epanuye Hopmul - 400x10°/1 [1, 2, 6].

e PexoMenayercsi mnpoQuiIaKTHKa CEPACYHO-COCYIUCTHIX 3a00JeBaHHWA IS BCEX
nanuenToB ¢ T ¢ 1enpio yctpaneHus (pakTopoB pucka Tpom6030B [2, 5, 68, 73].
YpoBenb  yOeaureqabHoCcTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 4)

KommeHnTapuu: omkas om KypeHus, HOpMaiuzayus ypoeHs apmepuanibHo20 OdeleHuUsl,
KOppeKyusl cunepxoiecmepuHemMuu, cunepeiukemuu, HOpMatu3ayus eeca, a0ekeamHoe iedeHue
cepoeyHO-coCyOUCmbIX 3a001e8aAHULL CHUNCAE PUCK MPOMOOMUYECKUX OCTOHNCHEHU.

e Pexomenayercsi nmpueM #aleTUICATHIIMIIOBON KUCIOTHI** 1o 75-150 mr 1-2 pasa B neHb
nanernTaMm ¢ 9T ¢ cepAedYHO-COCYTUCTHIMH (paKTOpamMHu pHUCKa, JECHKOIUTO30M ISt
CHWDKEHHUS PUCKA TPOMOOTHYECKHUX OCJIOKHEeHuH [49, 71].

YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)
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Pexomennyercs #xmomuporpen®* (75 wmr/cyr) mns Bcex marmueHTtoB ¢ OT mpum
HETIEPEHOCUMOCTH WJIM TMPOTUBOIMOKA3aHUAX ISl #aleTHIICATUITMIIOBOH KUCIOTBHI** C
EeJIBI0 TPOPHUIAKTUKY TPOMOOTHUECKUX OClIoKHEeHHi [1, 2, 49, 138].

YpoBenb  yOemuteqbHOcTH pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 4)

Pexomenayercs nmauuenram ¢ OT poBeieHUE MIIAHOBBIX XUPYPrUYE€CKUX BMEIIATEIbCTB
U JIYEHUs y Bpaya-CTOMATOJIOra IOC]e HOPMaJIu3alMyd 4HCiIa TPOMOOIMTOB C LENbIO
CHIDKEHHSI pHCKa TPOMOOTreMopparuueckux ocioxxkHenu [1, 2, 5, 71].

YpoBenb  yOemuteqbHOcTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KAa3aTeJIbLCTB — S)

KommenTapuu: ommena nposooumou mepanuu #Hayemunicaiuyunogou Kuciomou™**,

#Hrnonuoozpenom™** dondcua npoxooums 3a61a208pemenno (3a 5-7 OHell 00 eMeuamenbcmsed 8

coomeemcmeuu ¢ QapMaKoKUHemuKol NpuUMeHaeMo2o npenapama) nepeo OnepamusHuLMu

eMewamenbcmeamu u npoooaxcena nocae [1, 2, 5].

PexoMenayercss HaOdroneHUe, NMPU HEOOXOAMMOCTH NPOPHIAKTHYECKOE Ha3HAuUCHHE
#HaneruncamuuunoBoi KucioTsl ** 100 mr 1 pa3 B 1eHb, IEPOpabHO, AJIsI TAUEeHTOB ¢ DT
TPYIIIEI HU3KOTO pucka TpomboTuueckux ocnoxkHenuit (Ilpunoxenue 1'4) [1, 2, 37, 49,
71].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJILCTB — 4).

KOMMeHTapHI/I: nayuenmam noKa3aHo Ha6]1}00€HI/t€, L;umope()ykmueHaﬂ mepanus

UHUYUUPYEmCSl 8 CLeOVIOWUX CILYYASX:

mpomboyumos (mpomboyumer >1000x10° /n);

nepeo NiaHOB8bIMU XUPYPSUYECKUMU BMEUUAMeTbCN8aMU;

npozpeccuposanie 3a601e6anus (yeeruuenue konudecmsa mpomboyumog >300x10° /1 3a
3 mecaya, noseneHue ChieHoMe2anuu, CUMIIMOMO8 00We20 Xapakmepa);

0CNI0dHCHe UL (Mpomb0o3 unu kposomeuerue) [1, 2, 71].

PexoMenayercsi mpoBeqieHre crieluPpuUIeckor Tepanuu s manueHTtoB ¢ DT rpymnmsl
npomexxytounoro pucka (I[Ipunoxxenue ['4, [Ipunoxxenue A3, rabnuna 3) [1, 2, 6, 71].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)
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e Pexomenayercs s mareHToB mutaamie 60 JieT U3 rpynmnbl IPOMEKYTOYHOTO prucka OT
nepBasi TUHUS Tepanuu — Habmoaenne, #untepdepon anbda-2b** B HauampHOU 03¢ 1-
3 Mtz ME nozaxoxHo 3 pa3a B HeJleNi0 W/UIIN aHarpesu u/uiu #ruatepepor anbda-
2b** 45-90 mkr/aen (HauanbHas no3a cocrtaBisgeT 0,5 MKI/KI/HeI ¢ MOBBILICHUEM IPH
HeoOxoaumocTH 10 2,0 MKI/KT/Hem); BTOpasi JUHUS Tepalui — THAPOKCUKapOaMua™* B
COOTBETCTBUM C MHCTPYKLMEW K TMpernapaTy W/WIM aHarpeinus B COOTBETCTBUU C
MHCTpYKIMeH K npemnapaty [51, 58, 60, 71, 78, 81, 138]

YpoBenb yoeaurebHOCTH pekoMeHaanuii C (YpoOBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB —

4)

KommenTapun: #unmepghepon anvgha-2b** - nauanvuas ooza 1-3 man ME nookooicno 3 paza 6
Heoeno ¢ 803MONCHOU KoppeKyuel 003bl 00 3-10 man ME na eéedenue 6 OpobHbIX 003aX, percum
88e0eHUsl maKdHce 8blOUpaemcs UHOUBUOYALHO C YYEmOM NePeHOCUMOCMU (e)HCeOHeBHO, Yepes
OeHb, name OHell 8 Hedento u np.) [138] 00 docmudicenuss nOIHO20 UMY YACMUYHO2O OmMEemd,
NPoO0IdHCEHUE NOODEPIHCUBAIOULCU MEPANUU 8 MUHUMATILHOU 003€ O0CMAMOYHOU O/ COXPAHEHUs
docmuenymoeo omeema [78]; #nseunmepghepon anvgha-2b** 45-90 mxe/neo [58, 60]

e PexoMenayercs s NanueHToB cTapuie 60 JeT u3 rpyIibl IpoMeEXyTOUHOro pucka OT
nepBasi IMHUS Tepaluu — THAPOKCUKapOamMu**; BTopast TUHHS Tepanuyu —aHarpenus,
u/wm #uatepdepon anbda-2b** [51, 71, 78, 81, 138]

YpoBenb yoeauTeabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —

5)

KommenTapuu: #uumepgepon anvpa-2b** - nauanvuas 0osza 1-3 man ME nookooicro 3 pasa

8 Hedeio ¢ 803MONUCHOU Koppekyuell 003bl 00 3-10 man ME na 8éedenue 6 OpoOHbIX 003aXx,

pedcum  86e0eHuUss maxxce 8vloupaemcs UHOUBUOYATbHO C Y4emoM NepeHOCUMOCTU

(ediceonesHo, uepes Oenb, nams OHell 8 Hedenro u np.) [138]

e PexoMenayercs nis nanueHTos muaame 40 net u3 rpynnsl Beicokoro pucka OT nepsas
nuHUA Tepanuu —H#uHTepdepoH anbda-2b** w/mnm anarpenua /i #mruarepdepoH
anbda-2b**; propas ITMHUA Tepanuu — rugpokcukapdamun™* [58, 60, 71, 78, 138].

YpoBensb yoeaurebHocTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB —

4)

KommenTapuu: #uumepgepon anvpa-2b** - nauanvuas oosza 1-3 man ME nookooicro 3 pasa
8 Hedemio ¢ 803MONCHOU Koppekyuetl 003bl 00 3-10 man ME na 8sedenue 6 OpoOHbIX 003aXx,
PedcuM  86e0eHUsl MAKdlice Bbloupaemcst UHOUBUOYANIbHO C YY4emoM NepeHOCUMOCmU

(ediceonesno, uepe3 OeHb, NAmMb OHell 8 Hedenro U Np.) 00 OOCMUINCEHUsT NOTHO20 UTU
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YACMUYHO20 Omeema, NpPoOOJIdHCeHUe NOO00ePHCUBAIOWel Mepanuu 6 MUHUMATbHOU 003e

docmamounou 0151 coxpanenus docmuenymozo omgema [78, 138];

#naeunmepgepon anvgha-2b** 45-90 mxe/neo [58, 60]

#Uumepghepon  anvgha-2b**  nozeonsiem  Ovicmpo  HOpMANU308AML  KOJIUYECMBO

mpomboyumos. Obwuii (noansll U YacmuyHblll) eemamono2udeckuil omeem cocmagun 80%.

YV bonvuuncmea donvrvix #unmepgheporn anvga-2b** nozeonsiem ymenvuiums KOAHCHbILU 30,

onocpedosannviii MIIH. Oonaxo nesicenamenvhvie sA81eHUS NOYMU Y YemEepmu NayueHmos

MO2Yym NOCYHCUMb NPUYUHOU omMeHbl #unmepgepona anvgha-2b** [54, 138]

#I>eunmepghepon anvpa-2b** n/x 45-90 mxe/neo [58, 60]

Hoza #nseunmeppepona anvgha-2b** 3asucum om maccor mena (Ilpunosicenue A3, maoa.

3). E2o npumenenue nossonsem 6vicmpo nOIyuUms 2eMamosiocuyeckull omgem — K 2 mecayam
mepanuu yacmoma noiHo2o omeema cocmaesuna 91% [79]. 3a éce spems nabarodenus uvacmoma
NOIHO20 2emamonocudeckoco omeema oOviia 86%. YV nayuenmog ¢ O0ocmueHymviM NOJIHbIM
2eMamonocuiecKUM Omeemom HAbM00AI0Ch YIyUueHUe 8 OMHOUEeHUU KOHCMUMYYUOHANbHBIX
CUMNMOMO8 8 CpasHeHUlU ¢ O6obHbIMU ¢ HeyOayell nevenus (p <0,01). Annenvuas naepyska JAK?2
V617F cuusunace c¢ 48,97% (0,45%-74,24%) oo 22,1% (0,33%-65,42%). #lIcunmepgepon
anva-2b**  xapaxmepuzyemcs  yooenemeopumenvrou  neperocumocmvio.  CepvesHvix

HedcelamenbHblX A61eHull He Habaooarocs. Yacmoma mp0M60mu1t€CKI/DC cobvimuii cocmasuna

2,8% [78-80, 138].

e Pexomenayercs mia naureHToB crapiie 40 jgeT u3 rpynmsl Beicokoro pucka DT neppas
JUHUS Teparud — TUIPOKCUKApOaMua**; BTOpas JUHUS TepAllid — aHATPEH HW/WIH
#unrepdepon anbpa-2b** u/unu #rvrunteppepon anbda-2b** [51, 54, 58, 71, 138]

YpoBenb yoeaurebHoCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB —

5)

KommenTapuu: #unmepgepon anvpa-2b** - nauanvnasn 0oza 1-3 man ME nooxooicro 3 paza

8 HeOel ¢ 803MONICHOU KoppeKkyuell 003bl 00 3-10 man ME na ésedenue 6 Opobubix 003ax,

pedicuM  86e0eHUss maxdce 8vloOUpaemcs UHOUBUOVATILHO C YUemoM HNepeHOCUMOCmU

(exrceOHesHo, uepe3 OeHb, naAmb OHel 6 Hedelo U Np.) 00 OOCMUNCEHUS NOIHO20 UTU

YACMUYHO20 Omeema, NPOoOOINCeHUe NOO0epHCUsaouleli mepanuyu 6 MUHUMANLHOU 003e

0oCcmamouHou 05 coxparenust docmueHymoeo omseema [78, 138];

#naeunmepepon anvgha-2b** 45-90 mxe/neo [58, 60]

O0Onum u3z Gaxkmopos, TUMUMUPYIOWUX HA3HAYEeHUe J1eYyeOHOL 003bl NPenapamos, A6IsAencs

passumue HedxcelamenbHvlX A61NeHUll (8 nNepeylo ouepedb, CO CHMOPOHbI CUCMEMbl KPOSU,).
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Kombunuposannas mepanus (cuopoxcuxapoamud** + anaepenud, euopoxcuxkapoamuo™** +
Huumepgheporn  anvpa-2b**)  mooicem  6vimb  anrbMEpPHAMUBOU  NPU  NOAGIEHUU
eemamoinocudeckoli moxkcuunocmu. Hasznauenue rombunayuii npenapamos no380aUM
CHU3UMb O03UPOBKU U MeM CAMbIM KYNUpo8amv Ulu Npedomspamums HedcelameibHbie

saenenus ([Ipunoscenue A3).
Kpurepun ouenku 3¢)peKTUBHOCTH M MepeHOCUuMocTH jJedenust JT.

e PexoMeHayeTcsi TIPOBOJIUTH OICHKY KIMHHKO-T€MATOJIOTHYECKOTO OTBETa BCEM
nanveHtam ¢ OT, moJiydaromum Tepanuio Jisl ONpeNesieHUs AalbHEWIe TaKTUKU
BEJICHUS TMaruenTa [65].

YpoBenb  yOenurteqbHOcTH  pexkoMenaanuii C  (ypoBeHb  [10CTOBEPHOCTH
J10Ka3aTeJILCTB — S)

Kommenrapuu: Kpumepuu knunuxo-cemamono2uyecko2o omeema npu nedeHuu

IT npedcmasnenvt 6 Ipunoxcenuu I'10.

e PexoMeHayeTcsi TMPOBOJUTH OIEHKY MOJEKYJISIPHOTO OTBeTa y mnanueHToB ¢ OT,
NOJIy4YaIOLUX TEPANUIO MPY HAINYMH BO3MOXXHOCTH MOJIEKYJIIPHOTO MOHUTOpPHUHTA [65].
YpoBenb  yOemuteqbHOcTH  pexkoMenaanuii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KAa3aTeJIbLCTB — S)

KommenTapuu: makmuka 6edenus nayuenmos 8 Hacmosujee 8pemsi 3a8Ucum moabKo om
KAUHUKO-2eMAMOI02U4ecKo20 omeema Ha mepanuro. Y uacmu nayueHmos modscem Ovimb
docmuzHym u moaexyaapHuii omeem (npunodxcerue 1'9). OOHako npoecHocmuyeckas 3HauUMoCms
MOJIEKYIAPHBIX OMBEmO08 HeUu38ecmua.

e Pexomenayercs [lomyyeHue THCTOJIOTMYECKOro Tperapara KOCTHOIO — MoO3ra
(TpemaHoOMoOTICHSI) M TATOJIOTO-aHATOMHYECKOE  HMCCIIEIOBaHME  OWOICHWHOTO
(omepanroHHOr0) MaTepualia KOCTHOTO MO3Ta C MPUMEHEHHEM UMMYHOTHCTOXUMHYECKUX
METOJIOB UCCieIoBaHue nmanueHTam ¢ JT B ciiydae perieHus BOmpoca 0 He00X0IMMOCTH
CMEHBI IIPOBOIMMOM Tepanuu, Ipu onieHKe TpaHchopmaruu B moct-0T M [65].
YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJILCTB — S)

KommeHTapum: 6 pymunnoi KIUHUYECKOU NpAKmMuKe mMpenaHoouoncuro cieoyem
8bINOIHAMb NPU NOAGTEHUU NPUSHAKOS NPOSPECCUPOBAHUSL 3A00NEBAHUSL.

e PexoMeHnayercs IIpOBEJICHUE OLICHKH PE3UCTEHTHOCTH/HENEPEHOCUMOCTH
ruapokcukapoamuaa** y manuentoB ¢ OT B coorBeTcTBUU ¢ KpuTepusiMmu ELN c 1ienbio

CBOEBPEMEHHOM CMeHBI Tepanuu [45, 65].
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YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenrapuu:  Kpumepuu  pesucmewmuocmu K  2uOpoxcukapoamuody**/ezo

Henepernocumocmu y 60nvHuix IT:

KOIUYeCmeo  mpomooyumos >600x10°/n, nocie 3 Mecayes  mepanuu
euopoxcuxapoamuoom** 2000 me/0env (2500 me/oens y nayuenmos donee 80 ke);
xonuuecmso mpomboyumos >400x10°/1, koruuecmeo netioyumos <2,5x10°/n, npu nwoboii
003e cudpokcukapoamuoa**;

xonuuecmso mpomboyumos >400x10°/n, ypoeens cemoznobuna <100 /1, npu 110601 003e
auopoxcuxkapoamuoa™*;

A36bl  HA  20NleHAX  Uau  Opyeue  MOKCUYecKue  Npossienus, — 00yClO8NeHHble
euopokcuxapoamudom** npu 1robdotl 0ose npenapama;

JIUXOPAOKA, 8bI36AHHASL NPUEMOM SUOPOKCUKapoamuoa™*,

3.3 JleyeHne NepBUYHOIrO MueJ10(pudpo3a
Henu mepanuu IIM®:

KOHMpONb 3a001e8anusl: Npedynpedxtcoenue npocpeccuposanus, yseaudenue oowuei u

Oe3peyuoUBHOU BLIHCUBAEMOCIUL,

obnecuenue CUMNMOMAMUKU, YIYHYUEeHUEe Kadecmeda IHCU3HU (]ZelleHI/le anemuu u dpyeux

uumoneﬂuﬁ, YMEHbULEHUE pA3MEPOE CENE3EHKU, KOHMPOJ/Ib CUMNNIOMOE uHmOKcuKauuu);

npeoynpesicoeHue 0CI0ACHeHUl 8 cIyuae bepeMeHHoCmu, xupypeuveckux onepayuti [1, 5].

OcnosHule (hakmopul, enusaowue Ha 8blOOP 8ApUAHMA JeYeHUsl, cledyrouue:

e cpynna pucka (no cucmemam IPSS, DIPSS, DIPSS+, MIPSS, MIPSS70, MIPSS70-plus
version 2.0);

® Hanuuue u cmenemsb GbIPANCEHHOCMU CUMNINOMOB 3A001e8aHUS;

® go3pacm 60IbLHOO;

® conymcmsyloujue 3a001e8aHUs;

® Hanuuue coemecmumvlx no cucmeme HLA Oomopoé u 603mM0dicHOCMb BbINOIHEHUS
awno-TI'CK. [1, 5, 37, 91, 100, 138].

Pexomenayercsi MpOBOIUTH BHIOOP METO/A JICYCHHs] C YIETOM OTHECCHHUs TAIlMeHTa B

TPYIITY PUCKa B COOTBETCTBUU ¢ TTporHocTuiyeckumu nnjaekcamu (IPSS, DIPSS, DIPSS+)

(ITpunoxenune I'S, Ilpunoxenue 1'6, Ilpunoxkenue 1'7); KOMOpOMTHOCTH;, HAIUYMSA

coBMecTuMbIX o cucteme HLA noHopoB 1 Bo3mokHOCTH BbinosiHenus ayuio-TI'CK [1,5,

37,91, 100, 138].
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YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuu: nuskuit u npomesxcymounwiii-1 puck. Kax npasuno, smo nayuenmol ¢
HOPMANbHOU UMW HEe3HAYUMENbHO CHUNCEHHOU KOHYeHmpayuel 2emM0o2100UHa, YMepeHHbIM
Jqeuxoyumosom 6e3 ONACMHBIX KIemoK 6 nepugepuueckol Kposu, YMepeHHbIM Guodpo3om
KOCmMHO20 MoO32d. Y nayuenmos 5moti 2pynnvl 6epoammuvl  Onumenvhas (7—15 nem)
APOOOINCUMENTLHOCIb HCUSHU U HUSKULL PUCK NPOZpeccuposanus 3aoonesanus ¢ ucxooom 6 OMJIL
IIpumenenue azpeccugHblx Memooos leyeHus y maKux nayueHmos CONpANceHo ¢ bonee blCOKUM
puckom nobouHvlx 3¢pgexmos, uem puck npocpeccuposanus 3abonesanus. Ilpu omcymcemeuu
CUMNMOMO8 UHMOKCUKAYUU U OCHONCHEHUU 4YaACO ONPABOAHHO MONLKO OUHAMUYECKOe
naobarooenue [91, 100].

Ilpu evibope makmuku Jjeuenuss OONbHLIX Moaodce 060 gem 0Oe3 GvlPANHCEHHOU
conymcemayrowel namoao2uu 8 meuerue 1—2 jem om nauana 3abonesanus ciedyem o6cyoums
6o3moorcHocmy  npogedenus anno-11 CK. Tepanuio credyem Hauunams npu NosAGIEHUU
CUMNIMOMO8,  02PAHUYUBAIOWUX — HCUBHEOEAMENbHOCIb  DONbHO20:  KOppPEeKyusi — aHeMuu
npenapamamu, cmumyaupyrowumu spumponosz (ATX B0O3XA Jlpyeue awmuanemuueckue
npenapamoul) KyNUposaHue CUMNMOMO8 ONYXO0Ne80l UHMOKCUKAYUU 2THOKOKOPMUKOUOAMU.
bvicmpo npoepeccupyrowas cumnmomamuieckas CnIeHOMe2anus, yepo3a paspuléd Cele3eHKU,
Hanu4ue CUMNMOMO8 obwe2o xapaxkmepa, Hed3ppeKmueHocms CUMAIIMOMAMUYECKOU mepanuu
CIYoHCaAm NOKA3aHUAMU OJIsL NPOBEOeHUs MepPanuu.

B kauecmse namocenemuyeckux cpeocme mo2ym Ovlmb PeKOMEHOO08AHbl UHSUOUMODbL
AHYCc-accoyuuposannol kunazvl (JAK). ¥V 60nvnbix epynnvl HU3K020 pUCKA UHSUOUMOPbLI AHYC-
accoyuupogannoli  kunasvl (JAK) npumensiomcsa 6 ciyuae npoepeccupyiowei — u/uiu
conposodcoaroulenics CUMNMOMAMU cnieHome2anuu npu HeagexmusHocmu
auopoxcuxapoamuoa™* u/unu unmepgeporos. Y 601bHuIX U3 SPYNNBL RPOMENCYMOUH020-1 pucka
UHSUOUMODBL AHYC-ACCOYUUPOBanHol Kunazvl (JAK) npumenaiomcs npu Hamuduu CUMNIMOMOS
ONYXo0ne8oU UHMOKCUKAYUU UTU NPOSPECCUpyrowell CnieHomeaiuu 6 Kauyecmee 6mopou U
nocneoyrowux JAuUHUL mepanuu, m. e. npu Hedp@dekmusHocmu udpoxkcuxkapoamuoa**,
unmepgheporos ¢ meyenue 3—6 mec.

Ilpomescymounwiii-2 u evicokuii puck (IPSS, DIPSS, DIPSS+). Dmo 6OonvHble ¢
KAUHUYECKU 3HAYUMOU anemuel, 8blCOKUM NeUKOYUMO30M CO CO8USOM 00 ONACMHBIX KIEeMmoK,
uHo20a — ¢ MpoMOOYUMONeHuel, BbIPANCEHHbIM DUOPO3OM KOCMHO20 MO32d, HEpeoKo C
XpOMOCOMHBIMU abeppayusmu. Y 0anHotl kamezopuu 601bHbIX 8 Oaudncatiuiue 200bl 8bICOKUL PUCK

BK. Ilpu svibope maxmuxu neverus 601bHbIX Mo04ce 60 1em 6e3 8bIpadCeHHOU COnYmMCcmayuet
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namonozuu ciedyem oocyoums 8o3modcrocms npogeoenus: anno-TI'CK. Ilpu nesozmodcnocmu
naanuposanus anno-TI'CK npoeoodsam yumopeOyKmueHylo u CUMNMOMAMUYECKYI0 Mepanuio.
Ipeumywecmeenno vlouparom npenapamvl 6 COOMEEMCMBEUU C KIUHUYECKUMU NPOAGLEHUAMU
3abonesanusi Kak ONd  YAYYUIeHUs KAYecmed OJiCU3HU, MmaK U 011 YeeludeHus ee
npooondicumenviocmu. (OCHOBHOU NepcneKmugol OanlbHeuule2o VIVYUeHUus pe3yibmanmos
Jleyenus y OONbHbLIX, OMHECEHHBIX 8 2PYNNbL NPOMENCYMOUHO020-2 U 8bICOKO20 PUCKA, ABIAEMCS
npuMeHenue UHeUOUMOpPos AHyc-accoyuuposannol kunasvl (JAK). Hasnauenue uneubumopog
AHyc-accoyuupogannou kunasvl (JAK) nokaszano 6 pamkax nepeoti iunuu mepanuy npu HAIUYUU
CUMNMOMAMUYECKOU CHJIeHOMe2aIul U/UnU CUMNMOMO8 00uje2o xapakmepa 8 cO4emaHuu co
3HAUUMENbHOU ChieHoMez2anuell. s dmux 601bHbIX Hem OpYeUx J1eKapCmeEeHHblX cpeocme OJisl
ObICMPO2O COKpAWeHUs pazmepa cene3eHKu U yayuuenus kavecmea scusnu [91, 100].

Pexomennyercs nposeaenue ao-TI'CK nauuentam ¢ [IM® ¢ npoMekyTOUHBIM-2 WA
BbIcOKUM puckoMm o DIPSS (Ilpunoxenne I'S, Ipunoxenue I'6,) u DIPSS+ (I1punoxenune 1'7),
BTOPHYHBIM  MHUenopuOpo3oMm, 0e3  3HAUMMBIX  CONYTCTBYIOIIMX  3aboieBaHuii, ¢
YIOBJICTBOPUTEILHBIM COMAaTHUYECKUM CTaTyCOM (B MOCTENH MAIUEHT MpoBOAUT MeHbIne 50%
BPEMEHHU, MOXKET OCYIIIECTBIISITh BECh YXOJ1 3a CO00i, HO HE MOXKET BBITIOHITh HUKAKOW paboueit
NeSITeIbHOCTH, HEe TpeOyeTCs JIeueHHe B yCIOBUSX cTallnoHapa), npu Hannuuu HLA-unenTuyHoro
POACTBEHHOTO WJIM HEPOACTBEHHOTO AOHOpa [85-92].

YpoBenb  yOemuteqbHOocTH  pexkoMenaanumii C  (ypoBeHb  [10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — 4)

KommenTapuu: ¢ yuemom kpaiine nebaa2onpusmuo2o npo2Ho3a 6 3moti cpynne 6016Hbix
MO2Ym paccmampueamsCs makice albmepHamueHble UCIOYHUKY OOHOPCKUX 2eMON0IMUYLECKUX
CMBOJIOBBIX KIIEMOK (2aNIOUOEHMUYHBI UTU YACTIUYHO COBMECUMDbLU OOHOD).

bonvuvie ¢ nuskum u npomescymounvim-1 puckom makdice AGNAIOMCA 803MONCHLIMU
kanoudamamu Ha aino-TI CK. IIpu nepsvix npusHaxax npoepeccuposanus 3a001e8anusi Q0NHCEH
Ovimb peuwier gonpoc o 8o3modchocmu npogedenus anno-TICK. YV 6onvuvix IIM® u3z epynn
HU3K020 U  NPOMEXCYmOuHbll-1  pucka HeobXooumo 6viasleHue MYymayuil  6blCOKO20
MOJIEKYIAPHO20 PUCKA.

Bonvnvie 6 paze mpanchopmayuu 6 OMJII makaice moeym dvims KaHOudamamu Ha aiio-
TI'CK nocne nposedenusi UHOYKYUOHHOU mepanuu no npoepamme jeverus OMJII unu
npuMeHeHueM KOMOUHUpo8aHHoUu mepanuu eunomemunupyrowumu azenmamu (ATX LOIBC
Ananoeu nupumuouna) u uneuoumopamu BCL2 (ATX LOIXX IIpouue npomusoonyxonesvie

npenapamot) [69].
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e Pexomenayercs mnepen nposeneHueM amio-TTI'CK  meaukaMeHTO3Has — Tepamnus
WHTUOUTOpAaMHU  SIHYC-aCCOIIMMpPOBaHHOW KuHa3bl (JAK), a B HEKOTOPBIX CIydasx
CIUICHAPKTOMUS y TAIMEHTOB CO 3HAYUTENIBHON CIUIEHOMETAIHEH C LEIbI0 YIyUIICHHS
o0mieit u 6eccoObITHITHOM BeIkHBaeMocTH [91, 92, 97-104].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 4)
KommenTapuu: Bausnue cniensxmomuu Ha ucxoo amno-TI'CK 6 nacmoswee épems ne

6NOJIHE SICHO U mpe6yem OONONHUMENIbHO20 U3y4€erUA.

e Pexomenayercss HazHaueHHE Tepanuud BceM nanueHToB ¢ [IM®  rpymnmsl
npomexxyrounoro-2 u Beicokoro puckos (IPSS, DIPSS, DIPSS+) ¢ uensio
cAepKUBaHUS Tponudepanuu OMyXOJIeBOro KIIOHA, KOHTPOJS IOKa3aTelel KpOoBH,
npodunakTuku ociaoxxuenuii [99, 100, 138, 139].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

KommenTapuu: npomugoonyxonegvie npenapamul, Kak npaguilo, HA3HA4arOm 8 Kauecmee
MOHOmMEpanuu 8 HU3KUX 003aX:

Tuopokcuxapboamuo** 10-30 me/xe/cym enympn,

#Mepranmonypun** 1-2 me/xe/cym sHympb,

#I[umapabun** 10—-20 me/m* /cym 6/m unu 6/8, kypcom 10—14 Oneii kasicowlil mecay;

e Pexkomennyercsa neueHue #unrtepdepoHoM ambda-2b** 0,5-1 maa ME n/k 3 paza B
HEJeNI0, C KOpPpEeKIMed A03bl 10 MHUHUMAJIbHO JOCTATOUYHOM JUIsl JTOCTHKEHUS U
NOJIEPKAaHUS KIMHIUYECKOro 3¢ (deKTa U ya0BIECTBOPUTEIBHON NEPEHOCUMOCTH. 2-3 MITH
ME/nen, sBasromeics MUHAMAIBHO JOCTaTOYHOM MJis JTOCTMDKCHHS W TOAJCpKAHUS
KIMHUYECKOro 3(dexTa M yaoBIETBOPUTEITHHONW MEPEHOCUMOCTH. [[03MpOBKA MOXKET
coctaByATh OT 2-3 MitH ME B Hezemnto, 1o 10 miin ME B Heznemnto B APOOHBIX J103aX, PEKUM
BBEJICHUS TaKKe BBIOMPAETCS MHAMBHUIYAJIBHO C YYE€TOM IEPEHOCHMOCTH (€XKeIHEBHO,
yepe3 JIeHb, MATh JHEH B HEAENI0 U Mp.), JJIUTEIbHO, KaK Teparuu MEpBON JUHHUH Y
nanueHToB Mojoxxe 60 ner ¢ panHed cragueil [IM® mnpu OTCYTCTBMM MacCHBHOMN
crienomeranuu [77, 138, 139].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 4)
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e PexomeHnayercsi IPUMMEHEHUE Y MAIMEHTOB C CUMIITOMATHYECKOW aHEMUEH #3MOATUH
anbha®™™* umm #ModTHH OeTa** C MEeNbl0 CTUMYJSIUUA SPUTPOI033a IS KYIUPOBAHUS
aQHEMUU U YMEHBIIIEHUSI TOTPeOHOCTH B TeMoTpaHchy3usx [94, 138].

YpoBenb  yOeaureqabHOCcTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapuu: npenapamol, cmumynupyiowue spumponodz (ATX B0O3XA Jpyeue
aHmuanemMuyecKue npenapamvl), UCNOIL3YIOMCA OJisl KYRUPOBAHUS AHeMUU U YMeHblUeHUs
nompebHocmu 8 ecemompancghyzusax. Hx npumenenue 6onee d3¢pexmusHo npu nokazamensx
apumponosmuna menee 125 ME/n, omcymcmeuu mpanc@)y3uoHHouU 3a8UCUMOCIIU U BLIPAIHCEHHOL
cnienomezanuu. Hauanvnotl 0ozoul #hnosmuna anegha™* unu #onosmuna dema+* sensiemes 150
ME/ke 3 paza 6 nedenio, makaice 803modxucHo esedenue 40 000 ME/xe ooun pas 6 nedenio [138].
Ilpu nedocmamounom omeeme uepe3s 1-3 mecaya 0o3za moxcem 6vimsb nogviuena 6 2 pasa. Ilpu
omcymcmeuu omeema eyeHue ciedyem npekpamume yepe3 3—4 mec. Bmecme ¢ mem ¢ yuemom
namoeenesa 3aboneganusi o0owjas QPGexkmusHoCmy 66e0eHUs IPUMPONOIMUHA COCNABAEM

oxono 56 %, a a¢hghexm onumces 6 cpeonem oxono 1 2ooa [94].

e Pexomenayercs pykcosutuHHO** mammentam ¢ [IM® wu3 rpynm HU3KOTO U
MPOMEKYTOUYHOTO-1 pHCKa, C PE3UCTEHTHOCTHIO K THAPOKCHKapOamMumy**, apyrum
IPOTHUBOOIYXOJIEBBIM TIperapaTaM WM HUHTeppepoHaMm, a Takke OOJbHBIM W3 TPYIIII
POMEKYTOYHOT0-2 ¥ BBICOKOT'O pUCKa, Kak npenapat Beidopa [Ipunoxenne I'S, [Tpunoxenne

I'6, llpunoxenue I'7) [97-102].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapum: nauanenas 0o3a npenapama 3aeucum om yposHs mpomooyumos: no 15
M2 2 paza é cymxu OniA nayuenmos ¢ yposrem mpomboyumos 100-200%10°/n; no 20 me 2 paza 6
cymKku Ona nayuewmoé c¢ yposwem mpomboyumos 6Gonee 200x10°/1. Maxcumansuas 0o3a
cocmasnsiem no 25 me 2 pasa 6 cymxu. Hauanvnas 0osa y nayuenmos ¢ ypoguem mpomooyumos
50-100x10°/n — no 10 me 2 paza 6 cymxu. B nepevie 4 ned. mepanuu 003uposKy He ciedyem
mensmo [97, 100, 140]. Koppexyus 003wt npenapama npo8ooumcst Ha 0CHO8AHUU Oe30nacHoCmu
u agpgexmusnocmu npogooumoco neuenus. Jleuenue nayuenmos c¢ IIM®D Oondxcho Ovimo
NPUOCMAHOBNIEHO NpU ypoeHe mpomboyumos menee 50x10/n u nossrenuu cemoppazuieckozo
CUHOPOMA UNU NPU CHUICEHUU ADCOTIOMHO20 Yucaa Helimpodunoe 0o menee 0,5x10°/1 [97-100].
Ilocne soccmanognenuss yposHs mpomboyumos u Heumpoguios mepanus modicem Obimb

60300H061IeHa 6 003e no 5 me 2 paza 6 cymxu (I[lpunoscenue A3, maoba. 4, 5), npu cmabunbHbIX
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nOKazamensix u yOOo81emeoOpUmMenbHoOU NePeHOCUMOCIU 003d MOJcem Oblmb NOCMENeHHO
yveenuuena [97-100]. Pexomendyemcsi KoppeKkyus 003bl Npenapama npu CHUNCEHUU YUCIA
mpomboyumoe menee 125x10°/n (Ilpunoscenue A3, mabn. 4, 5) [97, 100].

B cnyuae ommenwi npenapama pazeusaemcs CUHOPOM «YUMOKUHOBOU OMOAYUY,
BbIPAANCAIOWULICA. 8 DLICMPOM 8038pAME CUMNMOMOE UHMOKCUKAYUU BNIOMb 00 CUCTHEMHOU
B0CNANUMENLHOU peaKyuu U cnieHome2aiuu. B cesasu ¢ smum mpebyemcsa nocmenennas ommena

npenapama, HasHaveHue 210KOKOPmMuKouoos 6 nuskux oozax [100-102].

o Pexomenayercs denparnaub namuertam ¢ [IM® npu crieHOMeTaluy W/WiH HaJTU9Ud
BBIPAKEHHBIX KOHCTUTYIIMOHAIBHBIX CHUMIITOMOB, HETIEPEHOCUMOCTH 17001

PE3UCTEHTHOCTH K pyKCONMUTUHHOY** [30].

YpoBeHnb yoeauTeJbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 2)
KoMMeHTapuu: x Haubonee uacmeiM HedlcenamenbHbiM AGIEHUAM Geopamunudoa
OMHOCAMCA. ouapes, MOWHOMA, AHeMUs, peoma, YMOMIAEMOCHb, MPOMOOYUMONEHUsl, 3anop U
op. B kauecmee Haubonee ONACHO20 HEAHCENAMENLHO2O ABNEHUS, OMPANHCEHHO20 8 UHCIPYKYUU NO
MEOUYUHCKOMY HNPUMEHEHUI0 Npenapamd, 3ape2ucmpuposano NopadiceHue 20108HO020 MO0324
(onyegpanonamus) [30, 100]. @edpamunud 00obpen 6 Poccuiickot Dedepayuu 015 neyerus
83pocavix 60nvubix [IM®D, nocm-HUII M@, nocm-3T npomedncymouno2o-2 uiu 8b1COKO20 PUCKOS.
e Pexomenayercsi xupyprudeckoe jedeHue (CO, KOppeKIUs NpOSBICHUN MOPTaIbHOU
THIEPTEH3UN) TalMEeHTaM C MPOrPECCHPYIONIeH CIICHOMETalnuell ¢ KOMIPECCUOHHBIM
CHHJIPOMOM (HENpPHUSATHBIC OIIYIIEHHS B OpIOIIHONW TOJOCTH, IMOCTOSHHOE YYBCTBO
TSKECTH, 00JIb, IPU3HAKU KUIIEYHON HEMPOXOJAUMOCTH ), ”HTOKCHUKAIUS, 00YCIOBIEHHAs
OOJIBIITION OIMyXOJICBOM MAacCOM, TSDKENbIE THUIIEPKATa0OIMUYeCKHUE CHUMITOMBI, BKJIIOUAs
KaXxeKCHI0, TJIyOOKyI0 aHeMHuIo, pe(ppaKkTepHbIi TeMOJu3, TPOMOOLUTOICHHIO,
PE3UCTEHTHYIO K TPATUIIMOHHBEIM METOJIaM Teparuu, oOIpHbIe HHPAPKTHI CENE3EHKH C
yrpo30i pa3pbiBa, BHENIEUEHOUHAs MMOpTaibHAasi TUIIEPTEH3HS C YTPO30i KPOBOTEUCHHUS U3

kenynka u numesosa) [103, 104].

YpoBenb  yOenuteqbHOcTH  pexkoMenaamumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 4)

KommeHnTapuu: 6 npedonepayuonnom nepuooe HeoOXo00UMA OYEeHKA CepOeyHOo-
COCYOUCMBIX, NEYEHOUHBIX, NOYEUHBIX, MEMADOIUYECKUX U cemMocmamuyeckux puckos. Ilocie CO
¥ 3% OonvbHbIX Pa36u8arOmMcs 0CI0HCHE U, NOCICONEPAYUOHHAS CMepmHOcmb cocmasnsiem 9%.

Baosicho  ommemums, umo npumepno y 20% 0OonbHbIX HAOIOO0AEMCA  3HAYUMENbHLILL
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NOCIeONePayUOHHbLI MPOMOOYUMO3, KOMOPbLU 8edem K Y8eIuueHuio pucka mpombosa. Umenno
1O 2MOU NPUYUHE 8AIHCHA HOPMANU3AYUA YPOBHA mpomboyumos 0o u nocie CO u 0o 4-6 pas 6
CYMKU MOHUMOPUHE NOKA3ameell KIUHUYeCKo20 AHAIU3d KPOBU 8 PAHHEM NOCIeONePaAyUOHHOM
nepuoode. B nepuoo nocre C3 nposooumcs mepanus euopoxcuxapoamuoom™*, e cayuae
pesucmenmuocmu K Heii — mepanus Hyumapabunom™* (1020 me/m’/cym 10—14 Oneil kasicowiii
mecsy) [138], #mepranmonypurnom®* (1-2 me/xe/cym) [138], #xnadpubunom™* (5 me/m’ 5 oneii)
[141, 142], pykconumunubom™**[138, 140]. B nocreonepayuonmsiii nepuod 6 meuenue 1 Hedenu
yenecoobpazen  MuamenvbHblli  MOHUMOPUHZ YPOBHSL MPOMOOYUMO8 U  KOA2y102pamMMbl
(opuenmuposouno2o uccredosanus cucmemol cemocmasa). Kpome moeo, ¢ yenvto npogunaxmuxu
BEHO3HBIX U NOCIEONEPAYUOHHBIX MPOMO0308 HAZHAYAIOM Npenapamvl epynnvl 2enapuHa 8
npoguraxmuyeckux 0ozax, cenapur Hampusa** ¢ 0oze 500—1000 eo/u, 6 meuenue 7 oneii [104].
unu anmazonucmol gumamuna K (eapgapun™**). UYepes 1 neo. u I mec. nocie C3 yenecoobopasro
evinonnenue Y3U  oOprowmnou norocmu  (KOMNIAEKCHOE) 0Nl  UCKIIOUEeHUsT MpomMO0O308
A60OMUHANLHBIX BEH.

Omoanennvie 0Cl0dCHEHUs, MaKue Kak ecenamomezanus, aeuxoyumos, BK, aenaomcs
creocmauem ecmecmeeHHo2o npoepeccuposanus saoonesanus. BK nocie CO nabnooaemes y 10—
15 % 6onvHvix [IM®. Omo cesazano c ombopom 6onvhbix (8binornenuem CI y nayuenmos ¢ bonee
MANCENbIM meyeHuem 3a00n1e8anus u boaee ONUMenbHOU Ux gvlocusaemocmyio brazodaps C3), a
He UCMUHHbIM U3MEHEeHUeM 6 Ouonocuu 3a0071e6anus, NOCKOIbKY Hem HUKAKUX OCHOBAHUU
nonazams, 4mMo OUOIO2UYECKUE OCHOBbL 3a001e8aHUs, O00YCIOBNIeHHble NAMONI0SULEeCKOU
npoaugepayuell KIOHAIbHbIX CMB0I08bIX KIeMOK, npemepnesarom uzmerenus 6 pezyiomame CI
[104-105].

e Pexomenayercss IUCTAaHIIMOHHAS JIydeBas Tepanus MNP TOPAKCHUH CENE3EHKH Y
nanueHToB ¢ [IM® 111 KOHTPOIS 04aroB 3KCTpaMEAYJUISIPHOIO KPOBETBOPEHUS, KOTOPBIE
MOTYT BO3HUKATh TPU JUIUTEILHOM TEUEHUW 3a00JIeBaHHS B TEUCHH U CEJe3€HKEe, B
MO3BOHOYHUKE C Pa3BUTHEM KOMITPECCHUH CIIMHHOTO MO3Ta, JTMM(ATHUECKUX y3J1ax, TIIEBPE C
pa3BUTHEM THIPOTOpAKca, OPIOIIMHE C Pa3BUTHEM aclUTa, KOXKe W Jpyrux opraHax [106,

107].

YpoBenb  yOeaureqabHOCTH  pexkoMeHgauumii C  (YpoBeHb  /10CTOBEPHOCTH
J10Ka3aTeJIbCTB — 4)

KommeHnTapuu: s¢hghexmusnvim senisnemcs, Kak npasuiio, npumererue mavix 003 (0,5-2,0
I'p, pazoerennvix na 5-10 ceancos). Hcnonvzosanue nyuegoi mepanuu Ha 001acmv neveHu u

celle3seHKU umeem KpamrospemeHuvlli (3-6 Mmecsayes) o¢hghekm u conpasxceHo ¢ puckom
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ycyzy@zeHuﬂ uumoneﬂuﬁ U, 6 OCHOBHOM, npoeodumcz nayuenmam, umerouum npomueonoKasanusl

k CO.

e PexoMeHayeTCsl TAIUCHTAM IEPEIMBAHUE SPUTPOIUTCOJACPIKAIIMX CPe NMPH HATUIUN

aHemuyeckoro cuaapoma [ 100, 109].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KomMmeHTapuu: neomnodchocms u 00veM mpancgysuu onpeoensitomcs CmeneHvio
HeOdoCmamoyHoCmu KpogooopawujeHus, a He ypoeHem cemoznobuna. llenesas xkonyemmpayus
2eMO02100UHA NPU NPOBEOCHUU 2EMOKOMNOHEHMHOU mepanuu 00JicHa obims evlute 70 2/, a npu
HaIuyuu cepoeyHo-cocyoucmou namonoeuu — eviuie 90 2/x.

e PexoMeHayeTcsl MepenuBaHHEe TPOMOOKOHIIGHTpAaTa MPH YPOBHE TPOMOOIIMTOB HUXKE

10x10°%/n um TpPOMOOIUTONEHHH ¢ Pa3BUTHEM reMopparuueckoro cuaapoma [100, 109,

138].

YpoBenb yoeaurteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —
5)

KomMmeHTapuu: noxazanuem K nepeiuganurd mpomMOOKOHYEHMPAMA CAYHCUM HUCTO
mpomboyumos Hugce 10-20x10°/n unu mpomboyumonenus ¢ pazsumuem 2emMoppacUdecKo2o
cunopoma. Ilpu manuuuu noswviuienHo2co nompeobieHus mpomooyumos (Muxopaoxa, ungexyuu,
Hanuyue 2emMoppasuyecko20 CUHOPOMA) UIU GMOPUHHOU KOA2YIONAMUU U3-3Ad HAPYUWEHUs.
Qynkyuy neuenu HeobxoOuMo noddeprcusams uucio mpomboyumos eviwe 20x10°/. Ipu
HAIUYuU NPU3HAKo8 CUHOPOMA OUCCEMUHUPOBAHHO20 BHYMPUCOCYOUCNO20 CEePMBIBAHUS UTU
KpogomeueHuu yeiesoe  KOJNUHYECHBO  MpoMOOyumos, noooepicusaemoe ¢  HOMOUBIO

mpancghysuil, donicro 6vims 6onee 50x10°/1.

e Pekomenayercs manueHTaM npu UCTUHHOM JAeduiuTe xene3a npenapartsl sxenesa [109].

YpoBenb  yOemuteqbHocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

KommeHnTapuu: obwuil (kiunuveckuil) amaiu3 Kposu u KOHMpOIb noKazamenel oOMeHa
Jrcernesa, 8 nepeyio ouepeodb Uccied08aHue YposHs (heppumuna, npu 1e4enuu yeaecooopazHo
npoeooums esxcemecauno. Kpumepuem spgpexmuenocmu mepanuu senisiemcs nosvluleHue
VPOBH3L 2eM027100uHa 00 HOpMbl Uy 6onee yem na 1520 2/n1 om ucxoouvix nokazamenei 3a
mecsay nevenus. [locne nopmanuzayuu yposHs 2emo2100una 0Jisk B0OCNOIHEHUs. 3aNaAcCo8 Jicee3d

8 Opeanuzme npuem npenapamos xcene3a yenecooOpPasHo NpoooaXcamsv okoao 3 mec. B
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OoanvHetiuem 1 paz ¢ 3—6 mec. He0OOXO0UMO KOHMPOIUPOBAMb NOKA3amenu ooMeHa dxcenesd

[109].

e PexoMeHayeTcsl TMalnuMeHTAM TPU XPOHUYECKOHW TOCTTPAHC(PY3MOHHOU TMEperpysKe
&Kene3oM Tepanus aedepazupokcomM™* mocne TpaHcdy3uu npuOaM3uTenbHo 20 eauHUL
(oxoso 100 MII/KT) 3pUTPOIUTAPHON B3BECH M OoJiee, WU MPH HATUYHH KIMHUYECKHX
JAHHBIX, Ta0OpaTOPHBIX (HAaITpUMep, TIpU ypoBHE dhepputrHa B KpoBu Oosiee 1000 MKr/m),
BO3MOHO TipoBeieare MPT OpromrHoii monoctu (nedenu) B T2 pexume [111].
YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 4)

KommenTapuu: orumenvnoe ucnonvzosanue mpaucghyszuti npu IIM®D uz-3a omcymemeus
8 Opeanu3Me aKMUGHbIX MEXAHUSMOG 6bl6EOCHUS JiceNe3a U OZPAHUYEHHOU 803MOMCHOCMU €20
0enoHuposanus 6 nevenu 6 ciyyae mpancyzuu 20—25 003 npueooum K pazgumuio 6mMopuiHo2o
eemocuoeposa, Xapakmepusyouie2ocs UHmMepCmuyuaibHbolM HaKONIeHUeM Jcene3d 8 op2aHax u
mkausax. Haubonee uacmole kiuHuueckue nposeieHus 2emocuoeposd Cea3aHvl ¢ NopadceHuem
cepoya, neuenu, N0OHCerYOOUHOU Jcelle3bl, CemuamKy 2nasd.

Pexomenoyemasn nauanvnas cymounas 0osa degepasupoxca™* cocmasnsiem 20 me/xe. ¥V
OONLHBIX, NONYUAIOWUX MPAHCPY3UU IPUMPOYUMHOU MACCbl 8 Koauyecmee Oonee 14 mu/xe 6
Mecay (npubauzumenbHo >4 003 6 mecsay 05 83POCIbIX), HAUANbHASL CYMOUHAS 003d MOJCem
Ovimb eviute — 30 me/ke. Y 60nvHbIX, nOTYUaArOWUX MeHee 7 Ma/Ke 3pUMPOYUMHOU MACCbL 8 MeCsy
(npubauzumenvrno <2 003 Kpo8u 6 mecay OJisl 83POCHAbIX), HAYANbHAA CYIMOYHASL 0034 MOXMCEm
cocmasnams 10 me/xe. PekomeHnOyemcs excemecsiuHo KOHmpOoIupo8ams yposeHsb GeppumuHa 6
KpOBU U NpU HeoOX00UMOCmU KoppeKmuposams 003y Oeghepazupoxkca™** kagucovie 3—6 mec.,
OCHOBbIBAACH HA USMEHEHUsIX YPOS8Hs (eppumuna. J{o3y credyem KOppeKmuposams ¢ wmacom 5—
10 me/ke. Hanpaenenue koppexkyuu 003bl onpeodensiemcs 3@@eKkmusHOCmblo JnedeHus u
mepanegmudeckumuy 3a0adamu (noooepicanue Uil ymeHbuleHue cooepaicanus dicenesa). Ilpu
Heappexmusnocmu npenapama 6 0oze 30 me/ke (Yposenv heppumuna Kpoeu oCmaemcs Ha >
2500 mxe/n) 003y credyem ygenuuumv 00 40 me/xe. Jozvl bonee 40 me/ke e pekomeHOyIomcs,
HOCKOIbKY ONblM NPUMEHEHUs. npenapama 8 3mux 003ax ocpanuden. Ilpu docmudicenuu yeneso2o
yposHs geppumuna (06viyno 500—1000 mxe/n) neobxooumo npedycmompemsv NOCMENEHHOe
(maxkoice ¢ wazom 5—10 me/ke) cHudiceHue 003bl npenapama, 4moowvl obecneuums no0depIHcAHUe
VposHsa eppumuna 6 Kposu 8 yenesom ouanazoue. Ecau yposemv ¢heppumuna 6 xpoeu
cywecmeenno Hudice 500 mxe/n, cnedyem paccmompems GONPOC O NPEPLIBAHUU JleYeHUs

degepaszupoxcom™* [111].
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¢ Pekomenayercsi npuMeHEHUE TITIOKOKOPTHKOHIOB B COCTaBE KOMOMHUPOBAHHOW TEPAITHH

C UMMYHOMOCTUMYJISITOPAMU U CUMITOMATHYECKOM Tepanueil y mamueHtoB ¢ [IM® ¢

BBIPOKCHHBIMA CHMIITOMAMH OIyXOJIEBOM WHTOKCHKAIIUH, YTO Y 3HAYUTEILHON YacTh

MAIMEHTOB MPUBOJUT K YMEHBIIICHUIO HAPYIICHUN CEKPEIMH IUTOKUHOB U yIyUYIICHHUIO

obmiero cocrostaus [4, 97-100].

YpoBenb  yOeautreqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KomMmeHTapuu: iuxopaoxa, nponusHvle nomol u nomepsi MAccvl meia 4acmo Ovleam
nepeviMu NPOABIEHUAMU 3a00Ne8aHUsl, DeCnOKOAWUMU DONBbHBIX, U CMAHOBIAMCA NOBOOOM OJls
obpaweHusi K 8pauy 3HAYUMeNbHOU yacmu nayuenmos. Tepanus cuOpoKCUKapoOAMUOOM, Kax
APABUNIO, HECKOTILKO CHUMCAEM 8bIPANCEHHOCIb ONYX01e601 UHMOKCUKAYUU, HO NOJHOCIbIO ee He
kynupyem. bonee 3¢hpexmuenvi 2110KOKOPMUKOUOBL U UMMYHOMOCHUMYASAMOPbL, A MAKI’Ce UX
KOMOUHayuu, Komopbvie y MHO2UX NAYUEHMO8 NPUBOOSM K YMEHbULEHUI) HAPYUIEHUL CeKpeyuu
YUMOKUHO8 U YIydulenuro obwezo cocmosinus. Haubonee s¢hghexmusnvimu npenapamamu,
BIUAIOWUMY HA YPOBEHb NPOBOCNANUMENbHbIX YUMOKUHO8, 6 HACMosAujee 8pems AGIAI0Mmcs
uHeubUMOpwl AHyc-accoyuupoganuoi kunaswl (JAK) [97-100].

MonuTopuHr U oueHka 3¢ppexrusHocTH NevyeHus [IMD

e Pexomenayercsi TPOBOAUTH OLEHKY KJIMHUKO-T€MATOJOTMYECKOIO OTBETAa BCEM
nanentam ¢ [IM®, moiyyaromuyM Tepanuio ¢ 1eNIbi0 OIEHKH 3(P(HEKTUBHOCTH JICUCHUS

[112, 113].

YpoBenb  yOenuteqbHOocTH  pexkoMenaanmidi C  (ypoBeHb  [10CTOBEPHOCTH
J10KAa3aTeJIbLCTB — S)

KomMmeHnTapuu: xnunuko-cemamonocuueckuti omeem OYeHUus8aemcs: no HAIUYUuo uil
OMCYMCmMEUIo CUMRIMOMOS8 UHMOKCUKAYUU, CRIIEHOME2AUU, NOKA3AMENAM KPOBU U MOd*cem Obiib
HOJIHBIM U YACMUYHBIM, A MAKIHCe C8UOemeNbCMBO8AMb O NPOSPECCUPOBAHUU 3A001e6aAHUA.
Kpumepuu onpedenenus xnunuxo-eemamonocuyeckozo omeema npusederul 8 Ilpunoscenuu I'1 1.

3.4 Tepanus 0saactHoi ¢gasslr MITH

BbK MIIH sensemca mepmunanvHol cmaodueti 3abonesanusi. Puck BK cocmasnsem 1—4%
npu 3T, 3—7% - npu Ul u 9-13% - npu [IM® ¢ meuenue 10 nem nabmooenus. [uacnoz bK
yemanaegnugarom npu eviaenenuu >20% o6aacmuebix K1emoxk 6 nepugepuyeckou Kposu uiu
KOCMHOM Mo32e, makce Kpumepuem BK sgnsemcsa ckonnenue 61acmuuix Kiemox 8 mMKAHAX U
opeaHax no muny MuerouoHou capkomsl (xaopomst). Ilpoenoz npu BK MIIH kpaune

H€5ﬂ020npuﬂm7-lbl11.' nokazamenu O0OHOJemHel U mpexzzemHeﬁ 061/1/;61/7 svlorcusaemocmu  He
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npesviwarom 20% u 5% coomeemcmeenno. Ha evibop maxmuxu mepanuu npu BK MITH
cywecmeeHnoe GIUsAHUE OKA3bIBAIOM 803pAch O0IbHO20 U CONYMCMEYowue 3a001e6aHUs.

K nacmoawemy epemenu Hem KOHMPOIUPYEMbIX UCCIE008AHUL, HO pe3VIbmamam
KOMOPBIX MONCHO 0bl10 Obl Onpedenumsv ONMUMATLHYIO UHOVKYUOHHYIO XUMUOMEPANUuio y

nayuenmos ¢ BK MIIH. Bcem nayuenmam, oocmueuum pedykyuu bracmosa, 8 gozpacme 0o 60

Jlem u npu OMCymcmeuy maxfcenblx COnymcmaeyouux 3a001e6anuil, NOKA3aHo 8bINOIHEHUE all0-
TI'CK. Oonako 3auacmyr mepanus HOCUM NALIUAMUSHbIL Xapakmep. Taxmuka mepanuu
onacmuoti gpazvt MIIH onpedensiemcs 803pacmom nayueHmos u conymcmeayoujeti namoao2uell.
YV nayuenmos c coxpannvim obwecomamuueckum cmamycom moxcem Oblmb NPeOnpuHaAma
NONBIMKA NPOBEOeHUsL KYPCOBOU XUMUOMEPANUU NO CXeMAM JiedeHUsi OCMPbIX NetiK0308, Komopasi
NPUHOCUM 8peMeHHblLL d¢hdhekm Y HeDOoNbUIOL Yacmuy NAYUEHMO8.

o PexoMeHayeTcsi BEIOOpD METONA JICYCHHS] B 3aBHCHUMOCTH OT COMATHYECKOTO CTaTyca

nanuenTta, komopounnoctu [31, 32, 84].

YpoBenb  yOemuteqbHOcTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapuu: 6 oonvuiuncmese cnyuaes ieyeHue HANpagieHo Ha MopMOdiCeHUue pocma
ONYXOU U KYNUPOBAHUE OCTIONCHEHULL (Nepenusanue 2eMOKOMNOHEHMO8, ledeHue UHDEKYUOHHBIX
ocnoochenuil u np.). C yeavto yayuuleHus Kauecmea HCUsHu nayueHmos:

#Azayumuoun** 75 me/m’ 6 onu 1-7, nookoscro unu #oeyumabun - 20 me/m’ 6 onu 1-3,
nookodcHo, #Heenemorxnaxc** - 200 me (ouanazon 100-400 me), snympo exnceonesro, 1-28 onu.
JlnumenvHocmo mepanuu He onpeoenena. B cpeonem nayuenmul noayuarom 3 yukia (om 1 0o 9
yuknog). Beposmnocmov docmudicenus obweeo omeema cocmasnsiem 53% [84, 140]. B ciyuae
Pe3UCMEeHMHOCmY K mepanuu uiu nomepu Omeema 603MONMCHO NPUMEHEHUEe 6 Kauecmee
MoHOmepanuu UIU  KOMOUHayuu Opyeux NnpomuBOONYXojedblx Npenapamos: mepanus
Hyumapaburnom** (1020 me/m?/cym 10—14 Oneii kaxncowviii mecsy) [138], #uepranmonypurom™**
(1-2 me/xe/cym) [138], #rnaopubunom™* (5 me/m’ 5 omeir) [141, 142]u op.

Anno-TI'CK ¢ namepenuem 8binoIHUMb MONCEM NAAHUPOBAMBCA Y NAYUCHNOE MON0IHCE
60—65 nem npu omcymcmeuu NpPOMUBONOKA3AHUU. [ HUX 0013amelbHbl BbINOJHEHUE
munupoganus u nouck oownopa. Ilposedenue anno-TI'CK 603mo0dcHO npu O0ocmudiceHus
XpoHuueckou gaszuvl.

CrnemyeT ydecTh, 4TO y MAIIMEHTa MOTYT OBITh HECTAHJIAPTHBIE MPOSIBIICHUS O0JIC3HH, a

TAaKXXC COYCTaHUC KOHKpCTHOI\/'I 0oe3HN C APyruMu TMaToJIOTUSAMHU, YTO MOKCET IJUKTOBATH
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JcHyalmeMy Bpady H3MCHCHHUA B aJllTOPUTME BI)I60pa ONTHUMAJbHOM TaKTHUKHU JUAarHoCTUKH U
JICUYCHU .

Jluerorepamnus U crierduyeckoe 00e3001MBaHNE HE IPUMEHSIOTCS.

4. MeauuuHCKasi peadMJUTAIIMA U CAHATOPHO-KYPOPTHOE JieYeHHe,
MeIMIHMHCKHE TOKA3aHUSI M MNPOTHUBONOKA3AHUA K MPHUMEHEHUI0
METO/I0B PeadMIuTALMH, B TOM YK€ OCHOBAHHBIX HA MCIOJIb30BAHUM

NPUPOJAHBIX Jie4yeOHbIX (PAKTOPOB
OcHnoeHhble Hanpaejlenus pea6uﬂumauuu: MEOUKAMEHMO3HAS mepanusd, onmumusayus

Quzuueckoli akmusHocmu, cobnoenue ouemsl, npeoynpeicOeHue Cmpeccosvix Cumyayui u

nepeymomienus; 6opboa ¢ 6peOHbIMU NPUBLIUKAMU, pabOMa ¢ MeOUYUHCKUM NCUXOTO2OM.

e PexoMeHayercsi TpPOBEACHHE YCIYyr IO MEIUIUHCKONH peabuIuTalii TalueHTa,
MEepEeHeCcHIero 3J10KaueCTBEHHOE HOBOOOpa3oBaHue TUMGOUIHON 1 KPOBETBOPHOM TKaHHU,
YCIYTU 10 MEIUIIMHCKON peadWINTaluy MalMeHTa, MEPEHECHIeT0 XUMHUOTEPANHIO, s
Bcex manueHToB ¢ Ph-neratuBubivu MITH miis BoccranoBnenus opranusma [136].
YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 4)

KomMmeHnTapum: ocrogou yciye no meouyunckol peabuiumayuu nayueHma Aensaemcs
Gopmuposanue npasuibHO20 00pPA3a  HCUBHU NAYUEHMOS, a MaKdice Ouemomepanus,
Gdapmaxomepanus u adekeamuas — @Quaudeckas aKmueHocms. JlanHvle Meponpusmus
NPUMEHAIOMC 8 KOMNAeKce, a UX Xapakmep noooupaemcs uHOUBUOVAIbHO O KAHCO020

nayuerma 60 ecex Ciydasix.

e Pexomenayercs Bcem mnanuentam ¢ MIIH nHapsgy ¢ MeaMKamMeHTO3HOM Tepamued u
buzngecKoit aKTHBHU3AIHMCH MIPOBOJIUTH HEMEMKaMEHTO3HYIO KJIMHUKO-
MICUXOJIOTHUECKYIO aJanTaluio, HEUPOTICUXOJOTUYECKYI0 pPeaOuIuTaIlii0, B CBS3U C
PAa3INIHBIMU IICUXOJOTHUUYCCKNMHU HapyHIICHUAMU: TPCBOXHOCTLBIO, BHYTpeHHGI\/'I
HANPSDKEHHOCTBIO, Pa3paKUTEebHOCTIO, CKIIOHHOCTBIO K YXOAy B 0OJIe3Hb, OOMUIHEM
kamo6 Ha obmiee cocrostHUE [136].

YpoBenb  yOeaureqabHOCcTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KomMeHTapuu:  xiunuxo-ncuxonozuyeckas — adanmayus,  HeUponcuxoiocuieckas
peadunumayus 8KIoYaem pazvicHumenvhsle becedvl ¢ Yeavio QOpMUPOSAHUs y NAYUEHMA U e20

POOCMBEHHUKOB AOEKBAMHBIX NPeOCMAasIeHull 0 00Ne3HU U Nymsax u3oaeieHus om Hee U ee
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nocieocmsuil, 0 HeobXo0UMOCmMU COOMBEMCMEYIOWe20 00pa3a JHCUHU, M. e. pedcuma mpyod,
0mobIXa U NUMAHUS, HEKOMOPBIX NPUBbIYEK KaK (hakmopoe pucka ocrodxcHenutl MITH. Knunuko-
ACUXON02UYecKas aoanmayus, HeuponcuxoiocuyecKas peaburumayus He MeHee 6adCHA, HeM
MEOUKAMEHMO3HAs, MAK KAaK y NAYUeHmo8 4acmo OmMeYaromcs Cmpax CMepmu, CHUNCEeHUe

Hacmpoerus, mpeeoca, Hapyuwerue CHa.

5. llpopuaakTrka u JUCNAHCEPHOE HADIIOeHHEe, MeTUIIMHCKHE
MOKA3aHMS U NMPOTUBOMOKA3AHUA K IPUMEHEHHUI0 METO0B

NPOPUIAKTUKHU
Tax kaxk mounvle smuonocuieckue npudunvl MITH ne uzsecmusi, He cyuecmeyem KaKo2o-

JUOO U3BECMHO20 CNOCODA HAOEHCHOU NPOPUIAKMUKU.
Hayuenmvr ¢ MIIH Hysicoaromes 8 nOCMOSHHOM OUHAMUYECKOM HAOI00eHuu y epava-

eemamoinoea 6 meuenue gceil scusHu. Ydacmoma nabdnwoenus sapvupyem om 1 — 0o 3-4 paz 6 200.

5.1 Ilpo¢uniakTuka HM [JAUCHAHCEPHOe HAOJIOJeHHEe TMAIMEHTOB ¢ MCTHHHOM
MO TEeMH el
e Pexomenayercsi MPOBOAUTH PETYISIPHBINA KOHTPOJIb KIMHUYECKOTO CTaTyca NalMeHTOB C
OLIEHKO} CUMIITOMOB OITyX0JIeBOM MHTOKCHUKALUU 110 onpocHuKy MITH10, mabopaTtopHsrii
KOHTPOJIb, HHCTPYMEHTaIbHOE 00cienoBanre Bcex manueHtoB ¢ UIT mist onpeneneHus
nanpHene Taktuku BeAaeHus nauenToB ([Tpumoxenune 1'12) [37, 113, 133-135].
YpoBenb  yOeaureqabHoOCcTH  pexkoMeHgaumi C  (YpoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)

5.2 IlpopunakTuka ¥ JUCHAHCEPHOe HAOJIOIEeHHME NMANMEHTOB € ICCEHUUAIbHOMU
TpoMOoOIUTEMH el
e Pexomenayercsi IpOBOIUTH PETYJISAPHBIM KOHTPOJIb KIMHUYECKOIO CTAaTyCca C OLICHKOU
CHUMIITOMOB OIYXOJICBOM HMHTOKCHKanuu 1o omnpocHuky MIIH10, naGopaTtopHsrii
KOHTPOJIb, HHCTPYMEHTAJbHOE 00ciIeoBaHue BcexX mamueHToB ¢ DT i onpenencHus
nanpHene Taktuku BeAaeHus namuenToB ([Tpunoxenune 1'12) [37, 113, 133-135].
YpoBenb  yOeaureqabHOCTH  pexkoMeHgaumii C  (YpoBeHb  /10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)
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5.3 IlpodunakTuka M JUCHAHCEPHOe HAO/IOJAeHHE MAIMEHTOB C NEePBUYHBIM

mueso¢puépozom

PexoMeHayeTCsl IPOBOIUTH PETYJIAPHBIA KOHTPOJIb KIMHUYECKOIO CTAaTyca C OLCHKOM
CHUMIITOMOB OIYXOJICBOM HMHTOKCHKanuu 1o omnpocHuky MIIH10, naGopaTtopHsrii
KOHTPOJIb, HTHCTPYMEHTAJIBHOE 00CIIeIoBaHre BeeX manueHToB ¢ [IM® nis onpeneneHus
nanpHene Taktuku BeaeHus namueHToB ([Tpumoxenune 1'12) [37, 113, 133-135].

YpoBenb  yOemuteqbHOocTH  pexkoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)

6. Opranuzanusi OKa3aHus MeJUIMHCKON OMOIIH
Bonvuwuncmeso nayuenmos ¢ MITH mocym noayuams aeuenue amoOyi1amopHo, OHU He

HyOfC‘()alOn’IC}Z 6 cocnumanuzayuu ons 06Cﬂ€006aHU}Z, YMOYHERUA ouazsnoza u KOHC@p@dmu@HOI;Z

mepanuu 6 1e4eOHbIX 003aX.

IMoxazanusa aJ15 NJIAHOBOM rOCIUTAJIHN3AINHN:

oOcienoBaHUE TMAIlMEHTOB C BBICOKUM PHCKOM TE€MOpPPAruyecKux OCIOKHEHHH Ipu
MPOBEICHUN UHBA3WBHBIX MAaHUMYJISIUN;

moa00p MHAUBUAYATBHOHN JO3UPOBKH TApTreTHOM JIEKapCTBEHHOM TepaIuu;

AHEMUYECKHI CUHIPOM IPH TSXKEIONH aHEMHUH C LETbI0 TEMO03aMECTUTEILHON TepaINH;
xupyprudeckoe Jjedenune MIIH  (crieHIKTOMUSA, HaJIOXEHHWE TOPTOKABAIBHOTO
aHACTOMO3a, YH/I0CKOIUYECKOE JTUTUPOBAHNE BAPUKO3HBIX PACIIMPEHUN MUIIEBOA);
OCJIO’KHEHUS OT MPOBOJAUMOMN Teparuu;

KOPPEKIIHS TePaluu MPH Pa3BUTUU OCIOKHEHU 3a00seBaHus (KpOBOTEUCHHE, TPOMOO3,
CEpO3UT);

HaJIMYUe OTATOLIAIONINX COCTOSTHUE MAllMEeHTa COMMyTCTBYIOLIUX 3a00IeBaHMUIA;
KOpPEKIHS TIPOBOAUMOM Teparnuu (Tog00p JO3UPOBKU KaK CTAHIAPTHBIX MIPENapaToB, TaK
" TapreTHLIX HpenapaTOB), CMCHA MPOBOANMOTO MCANKAMCHTO3HOT'O JICUCHUS

noAroToBka u nposeaenue ayo-TI'CK.

Hoxa3anus 151 IKCTPEHHON rOCIUTAIN3ALMHU:

HH()APKT CENe3CHKU;

QHEMUYECKUM CUHAPOM, HCYTOUHECHHBI;
reMoJInTUYecKasi aHeMusi (TeMOJUTUYECKUNA KPH3);
reMopparuueckuii cuaapom -1V crenenu;

riy6okas TpomGouuTonenus (TpomMGouuThl <20x10°/1) NMpu HATHMYMM BBHIPAKEHHOTO
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reMOpparn4eckoro CHHApoMa (B T. 4. B aHAMHE3€);
OCTpBIi TPOMO03;

OJIaCTHBIN KpU3.

IToxa3zaHusl K BBINMCKE NAIUEHTA U3 cranuoHapa:

YCTAHOBJICHUC JUArHO3a IMpu OTCYTCTBUU MOKa3aHui K TCpalunu,
omnpeaciicHa Cxema JICYCHU

KyIUpPOBaHUE OCIOXKHEHUI 3a001eBaHMsl.

7. JonoaHuTe1bHAsA HH(popManus (B TOM YHcjie (PaKTOpbl, BJUSIOLINE

Ha Mcxo/ 3a00/1eBaHUsI MJIU COCTOSTHMS)
7.1 JleueOHbIe MOAXOABI IPH XUPYPrHYECKUX BMeEIIATEIbCTBAX

VY mamuentoB ¢ MIIH BbICOKMII pHCK Kak TpPOMOOTHYECKHX OCIOXKHEHUH, TaK W

KPOBOTEUCHHS BO BpeMs XUpyprudeckux onepauuid. [lepes mianoBoit onepanueit mesnecoodpasHo

Ha3Ha4YeHHE JIEKApCTBEHHBIX MpEnaparoB AJI HOpMaIM3alMM 4YMCia KIETOK nepudepudeckont

KpoBH. Y Bcex nauueHToB ¢ MIIH npu mpoBeAaeHWM IMIIaHOBBIX ONEPATUBHBIX BMENIATEILCTB

Heo0Xo/MMa OTMEHA HalleTUICATHIMIOBON KUCIOTHI **, #Knonunorpena™* u Bcex mpenapaToB

st nedenuss MITH B cooTBeTcTBUM € (hapMaKOKMHETHKOM JIEKAPCTBEHHOTO CPE/ICTBA.

B cnyyae pa3BUTHS  MOCTCIUIEHIKTOMHYECKOTO TpPOMOOLMTO3a PEKOMEHJOBAHO
Ha3HA4YCeHHE THApPOKCcHKapOamuma™™* wnm anarpenunga 1 - 3 Mr B CyTKH, TEepopajibHO,
NpopHIAKTUYECKOE  BBEACHHE  AHTUTPOMOOTHYECKMX  CpPEACTB,  Ha3HAuEHHE
#HauerwicanuuuioBoi KUcIoTel ** (100 Mr/cyT) ¢ 1es1bio npoUIaKTUKH TPOMOOTHUECKUX

ocioxxHeHun [36, 41, 49, 71, 73],

YpoBenb yoeauTeabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —

4)

[Tocne onepanuu pexkomMenayeTcs BceM nauuenTam ¢ Ph-neratusasimu MITH npoBenenue
npoUIakTUKu TPoMOOOOpa30BaHMS C €XKEAHEBHBIM WM 4Yalle M0 KIMHUYECKUM
MOKa3aHUsIM KOHTpOJIeM ypoBHs TpomboruTos [1, 2, 5, 37, 100, 116].

YpoBenb  yOeaureqabHoCcTH  pexkoMeHgauumi C  (YpoBeHb  /10CTOBEPHOCTH

J10Ka3aTeJILCTB — S)

7.2 TpomOoremopparnyeckue OCJI0KHeHHUs U UX JiedeHne y nanuenTos MITH

TpoMO03b1, TpoMOOAIMOOIMKM W KPOBOTEUEHHUS SBISAIOTCS Hawboiee TUIMHMYHBIMHU

ocnoxHeHussMu MITH. TpomGoTHueckne 0CiI0KHEHHS BKITIOYAIOT CIICTYIOIIHE:

I/IHcy.HBT/ TPAH3UTOPHBIC HIIICMUYCCKUEC aATaKU;
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® OKKJIIO3UH apTEPUH UM BEH CETYATKH;
e HapylIEHMs NPOXOJUMOCTH KOPOHAPHBIX apTEPUA;
e >MOO0JHS JIETOYHOU apTEPHH;
e TpoMOO03 MEYCHOYHOI UM BOPOTHOM BEHBI,
e TpomOO03 IITyOOKHX BEH;
®  BPUTPOMENAITHSL.
dakTopsl pUCKa (CBSA3aHHBIC C MAITIEHTOM):
e BO3pacT >60 nerT;
e TpoMOO3bl B aHAMHE3E;
e ypoBeHb TPOMOOIUTOB >1500%10%/m1;
e K30BITOYHAS Macca TeJia;
® HaIMYME CEpIACHYHO-COCYAUCTBIX (AKTOPOB pHUCKa (KypeHHE, apTepuaIbHas
TUIIEPTEH3HUs, TUIIEPXOIECTEPUHEMHS);
® KypeHue
e Haiuuue TpoMOOpMINIecKHX (PakTOPOB pUcKa (MyTaIMH (TOJIUMOPPHU3MBI) B TeHE
npotpomOuHa, ¢pakrope V tuma Jlelaen, antudochonunuansie anturena) [46].
®daxkrtopsl pucka (cnenuduansie ais MITH):
e OWoXuMHUYECKHE U (PYHKIIMOHAIBbHBIC HAPYIIEHUS TPOMOOIIUTOB,
® [IOBBIIIEHUE YHUCIA JICHKOLNUTOB U UX aKTHUBALUA,
e Hanuuue mytauuu JAK2 V617F nnu npyroro Mmapkepa KjIoHaJIbHOCTH [116].

KpoBoTeuenus HaOMr01a10TCs IPU JIFOOOM YK CIie TPOMOOLIMTOB, HO 0COOEHHO YacTo IpHu
tpombonmrosze (>1000x10°/m). Tlpuem HIIBII, B mepByio ouepens HaleTHICATHIUIOBON
KHCJIOTHI**, MOBBIIIIAET puc KpoBoTeueHu [118].

[Tpuobperennsiii cunapom Bunnebpanna — Heuactoe ocnoxknenne MITH. XapaktepHb
BBIpRXKEHHBI TPOMOOLINTO3, HOPMAIBbHOE WM YAJIMHEHHOE BPEMsl KPOBOTEUEHUS, HOpMaJIbHAS
koHueHTpauust ¢akropa VIII u ¢axtopa BunneOpanga mnpu CHIDKEHHOHM PHUCTOLIETHH-
KO(aKTOPHON aKTUBHOCTHU, CHUKEHUE CITIOCOOHOCTH TPOMOOLIUTOB K CBA3BIBAHUIO C KOJUIAT€HOM.
Kpome Toro, B KpoBM YMEHBIIAETCA KOJIMYECTBO BBHICOKOMOJIEKYIISIPHBIX OJMIOMEPOB (pakTopa
Bunnebpanzia BIJIOTh 10 UX MCUYE3HOBEHHS, YTO MOYHO OIMIMOOYHO MpUHATH 32 Il Tun Gone3Hu
Bunnebpanna. Jlepuur BBICOKOMONEKYISPHBIX OJUTOMEpoB GakTopa Bumnebpanma —
OCHOBHAsl NPUYMHA KPOBOTOYMBOCTH, NPHUYEM YEM BBIIIE KOHIEHTpalUs TPOMOOLUTOB, TEM
MEHBIIIE B KPOBU BBICOKOMOJIEKYJISIPHBIX OJIMTOMEPOB M TE€M BbIIIE pUCK KpoBOoTeueHuit [117].
[Ipennonaraercs, 4To TEpanmusi U CHIXKEHUE YUCIa TPOMOOIIMTOB YMEHBIIAIOT PUCK TPOMOO30B
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npu MITH. [Ipodunaktuka TpoMO000Opa3oBaHms ¢ MOMOIIBI0 AHTHATPETAHTOB, KPOME TeraprHa
noka3zana Bcem OompHbIM MIIH [1, 2, 37, 100, 116]. IIpuBnexaTenbHON MEPCIEKTHBOW st
YMEHBIIICHUSI PHUCKA TPOMOO30B SBJISIETCS UCIIOJIb30BAaHNE HHTHOUTOPOB SIHYC-aCCOLMMPOBAHHOM
kuHa3bl (JAK), B 4aCTHOCTH pyKCOMUTHUHNOA**. B 2 MpOBeNIeHHBIX KITMHUYECKUX MCCIIECIOBAHUSIX
(COMFORT-I u COMFORT-II) pykcomuTHHHO™* 3HAYMMO CHIIKAd YUCIO JICHKOIIMTOB W
TPOMOOIIMTOB C OJHOBPEMEHHBIM YMEPEHHBIM CHIKCHHMEM ajuienbHOi Harpy3ku JAK2 V617F
[97, 98]. Bropuunas mnpodunakThka (IMOCNIe YK€ CIYYHUBIIETOCS TpPoMOO3a) CBOAUTCA K
HOpMaJIM3aliy TOKa3aTejeil KpoBHU, MOKa3aTellell CHCTEMbl CBEPTHIBaAHHS M HA3HAYEHHUIO IO
MOKAa3aHUSM MPSMBIX U HEMPSAMBIX AHTUKOATYJISIHTOB IOJ KOHTPOJIEM CUCTEMbl CBEPTHIBAHUS
[116].
7.3 MuesionposndepaTuBHbIe HOBOOOPA30BAHUSA U HHCYJIbT
WHCynbT — BaykHeHIIasi MeAUKO-COIalIbHas pobieMa COBpEMEHHOCTH, B 88% ciryuaeB
IpeCTaBIeHHAs HIIEMHYECKUMH (hopMaMH HapylmeHHs Mo3roBoro kpoBooOpamenus (HMK).
Bricokast pacnpoCTpaHEHHOCTb HWHCYJIbTa cpeau nauveHroB ¢ MIIH mo pasHbIM JgaHHBIM
koneonercs oT 5% mo 20%. Kpome Toro, Gomee pannuii ne6ror HMK, wame y mosomsix
MaInMeHToB (MeIraHa Bo3pacTa 49 J1eT) IUKTYeT He0OXOMMOCTh MEPOTIPUSTHI TTO TPEBEHTUBHON
JTUATHOCTHKE W TIEPBUYHOM NPOPUIAKTHKE YK€ Ha CaMbIX paHHUX, HAYalbHBIX JTamax
reMaToJIOruieckoro 3adoneanus [116, 121].
Knunuka napywienusa mo3206020 Kpoeooopauwienusn
Nmemnueckue HMK y nanmenToB ¢ MITH otnuyaroTcs BeIpake€HHON MeTepOreHHOCTHIO
C TOYKH 3peHMs UX TeHe3a. B kauectBe npuunnsbl nmemuueckux HMK moryT BeicTynaTs:
® aTepoTPOMOOTHYECKAsT OKKIIO3MS OJHOH W3 BETBEW MAarucTpalibHBIX apTepuit
TOJIOBHOTO MO3Ta ¢ (pOPMHUPOBaHUEM HH(PAPKTOB B 00JIACTH KOMIIPOMETHPOBAHHOM
BaCKYJISIpU3allMi U COOTBETCTBYIOIIUM HEBPOJIOTHYECKUM 1e(DULIUTOM;
e apTepuaibHas TUNEPTOHUS C pa3BUTHEM Ha ee (OoHE apTepHUONIOCKIepO3a
BHYTPUMO3TOBBIX apTEpHil, NPUBOAAIIMX K JAKyHApHOMY HWHCYIbTY WU
HApYUICHUAM CHUCTEMHON T€MOJAMHAMHUKU C peain3alreil B reMOJUHAMUYECKUN
WHCYIIBT;
®  KapaAMO3MOOIMUYECKHUI MOATHUII TOPAKEHUS TOJIOBHOTO MO3Ta IIPHU COMYTCTBYIOIIEH
IIATOJIOTUH CepALa.
B mnopasnstomem umcne HaOmropenuit umHCynbT npu MIIH pasBuBaercss mo Tumy
reMOpEOJOTHYECKOW MHUKPOOKKIIO3UM B pE3yJIbTaTe€ CMEIICHHsS COOTHOLICHHS (HOPMEHHBIX

3JIEMEHTOB KPOBH U I1a3Mbl (T€MAaTOKPHT ), @ TAK)KE M3MEHEHHUS KPOBOTOKA B MHTpaLepeOpaibHbIX

59



apTepusaxX C MOCIEAYIONIEH HIIEMU3alUel roJOBHOTO Mo3ra. Hepenko KopkoBas JTOKaJIM3aLMs
OUaroB B CHCTEME KAapOTHIHOTO OacceifHa B 30HAX CMEKHOTO KPOBOCHAOKEHUS MPOTEKaeT
0eCcCUMNTOMHO — IO TUIY «HeMBbIX» HH(apkToB [120, 121]. TpaH3uTopHbIie UIIEMUYECKUE aTaKU
peanu3yroTcs B 3THX K€ COCYJUCTBIX CUCTEMax 0 aHAJIOTMYHBIM MEXaHHW3MaM, HO OTPaHHYEHBI
24-4acoBbIM BpEMEHHBIM UHTEPBAJIOM U OTCYTCTBUEM MH(ApKTa MO3ra NPy HEMPOBU3yalu3alluu
[123-125].

YV mnammentoB ¢ MIIH Hepenku © HapymieHHsT BEHO3HOTO KpOBOOOpamleHHsS —
nepedpaabHble BEHO3HBIE TPOMOO3bI, TPOMOO3Bl BEHO3HBIX CHHYCOB C KJIACCHUYECKUMU
nposiBiicHusIMHU [ 124-126].

NucynsT  MOXeT  OBITh  TMEpPBBIM  KIMHWYECKUM  MPOSIBICHHEM  OCHOBHOTO
remarojioruueckoro 3aboneBanus [125, 126]. Ognako yarmie Bcero nepeOpajibHbIe CUMIITOMBI
(medanrus, TOJIOBOKPYKEHHE, TOITHOTA, YyBCTBUTEIbHBIC /WM JBUTATEIbHBIC HAPYIICHUS)
MOTYT MAacCKHpOBaThcs oOmmel acteHusamnueidl maruenToB ¢ MIIH u cBoeBpeMeHHO He
pacro3HaroTCsl.

AHZUOHEUPOBU3YANU3AUUOHHIE XAPAKMEPUCM UK

OcoOeHHOCTh HEWpOBH3yalW3allMd Yy TAlMeHTOB IeMaTOJIOrHYecKOro MpoQuiis
OTIpENIeTISIETCS MPEUMYIIIECTBEHHON CyOKOPTHUKAIBHOM JIOKATU3AIMEH OYaroBbIX W3MEHEHUH W
OTHOCHUTEIIEHO BBICOKOW YaCTOTOW TaK HA3BIBAEMBIX «HEMBIX» HH(APKTOB TOJIOBHOTO MO3Ta
(covert stroke), momumo cumnromabsix HMK. Pa3BuTue o4aroBeIXx M3MEHEHUN COCYIHUCTOTO
reHe3a B BEIIECTBE TOJIOBHOTO MO3Ta aCCOLMUPOBAHO CO CHMKEHUEM nepdy3un (HeA0CTaTOYHBIN
KPOBOTOK) U MpeApacnoiaraeT K KOTHUTUBHON AUCPYHKIHMH, KOTOpas TaKKe PaclieHUBAETCs KaK
XpOHUYECKasl IepeOpOBACKYIISIPHAS TATOJIOTHS.

Ilamozenemuueckaa mepanus

[Ipu pa3zsutun octporo HMK 0CHOBHBIMM CTpAaTerMUY€CKUMM HANPaBJICHUSIMU SIBJISIIOTCS
peniepdy3us u Heriponpoteknus. K pernepdy3noHHBIM METOIWKAM, MMEIOIIUM CBOCH IIEJIBbIO
BOCCTAHOBJICHHE WJIM YCHJIEHHE KPOBOTOKA IO COCYJaM B OOJACTH MOBPEXKICHUS, OTHOCSATCS:
AHTUTPOMOOTHYECKAs] TEMOKOPPEKIIHS, a TAK)KE aHTHOXUPYPTrHUECKHE METOJIbI BMEIIATEIbCTBA.
AHTUTpOMOOTHYECKAs] TE€MOKOPPEKIHs BKIIOYAaeT BHYTPUBEHHOE BBEIEHUE JEKApPCTBEHHBIX
npernapaToB Ui TPOMOOJUTHYECKONM Tepanmuu TMpU  OTCYTCTBUM  IPOTHBOIOKA3aHMIA,
HOPMATH3AIUI0 TEMOPEOJIOTHYECKUX U TEMOCTATHYECKUX CBOWCTB M AHTHUTPOMOOTHYECKOTO
pe3epBa COCYUCTON CTEHKH C MTOMOIIBI0 AHTUTPOMOOTUYECKUX CPENICTB, AHTHATPETAHTOB, KPOME
remapuHa, remMoquIonuu. K aHrHOXUpYpPrUYecKMM MeETOoJaM OTHOCSATCS — KapoTHIHas
SHAAPTEPIKTOMUS, TPAHCIIOMUHANbHAS OajUIOHHAsl aHTUOIUIACTHKA C BHYTpPEHHEH/HapyXKHOU

COHHOM apTepuM CO CTEHTHUPOBAaHWEM, JIOKaJbHAs JHAOBACKYJSpHAas TpaHcapTepHalbHas
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TPOMOOSKCTpAKLIKs, TPOMOOIUTHYECKAs Tepanus C TMOCICAYIOUIUMH 3HIO0BACKYJISIPHBIMU
BMeIaTenbcTBamMu (JIoKanbHBIM SHIOBACKYIISIPHBIN TpaHCAPTEpUATbHBIA TPOMOOIIH3HC).
Heiiponporekuusi — 310 m100bIe METOABI 3aAIIMTHI TOJIOBHOTO MO3ra OT TruOenu B
pe3ynbTare uieMun (HeMpOHOMPOTEKIIUS, TTIMOPOTEKIIHS, BACKYIOMPOTEKIIHS).
Takmuka eedenus 001bHbIX
Ecnmu y mauuenTa ¢ MITH npucytcTByeT 110001 U3 HIDKENEPEUHCICHHBIX CUMIITOMOB:
® TOJIOBHAs 0OJIb,
® T0JIOBOKPY)KECHHUE,
e OHEMEHHE W/WJHM CIa0OCTh B pyKe U HOTE,
e [PEXOAAIINE HAPYIICHUS 3pEHUs,
® HapyUICHUs CO3HAHMS.
PEKOMEHIYETCS CIEAYIOIINNA AJITOPUTM KOMILIEKCHOT0 00C/1eI0BAHMSI:

e mpueM (OCMOTp, KOHCYJIbTAIlMs) Bpada-HEBpPOJIOTAa TIEPBUYHBIA B MPO(HUIBHOM
YUPEXKJIEHUH, BBIMOJIHEHHE MAarHUTHO-PE30HAHCHOM ToMorpauu TOJOBHOTO MO3ra B
pexumax T2, T2 FLAIR, T1, T2*/SWI, DWI, npu nono3pennn Ha aucceknuio - T1 fs u
3D-TOF xommnbroTepHO-TOMOTrpaduueckas aHruorpadus cocy10B roJIOBHOTO MO3Ta;

® JYIUIGKCHOE CKaHHWpOBaHUE OpaxuoueanbHbIX apTEepUil C IBETHBIM JOMNILIEPOBCKUM
KapTUPOBAaHUEM KPOBOTOKA C OLEHKOM HaJIWYMsI U CTENEHU aTePOCKIEPOTHUYECKOTO
MOPAKEHUS;

e syekTposHnedanorpadus;

® CYTOYHOE MOHMUTOPHPOBAHUE apTEPHUATBHOIO JIABJICHNUS,

e DOXO-KI', mpu momo3peHuH Ha HAJIUYHME OTKPBITOTO OBAJBLHOIO OKHA — BBIMOJHEHUE
YIIBTPa3BYKOBOM nomnreporpadun TpaHCKpaHUAJbHAS aprepuii METOJ0M
MOHUTOPUPOBAHUS METOJAOM MHMKPOA3MOOJIOJAETEKIMU A AUArHOCTUKU HIYHTa CIIpaBa
HaJIEBO.

Puck pazsutuss HMK y nmanuentoB ¢ MIIH pe3ko Bo3pacTaeT npu HaaIu4uu OJHOTO HIIH

HECKOJIBKUX U3 HIDKETIEPEUHCICHHBIX (haKTOPOB:

e aprepuanbHas rUNepTeH3us,

® aTepOCKIIEPO3 MaruCTPAIbHBIX (OpaxuoredanbHbIX) apTEPUil TOJIOBHI,

e caxapHbIil 1ualer,

® OXHpEHHE/MEeTaOOIMIECKUI CHHAPOM,

e HapyUIEHUs pUTMa CepJla, NATOJIOTUs KIAlaHOB,

® HacJeICTBEHHAs TpoMOOuIus,
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® [IepEHECEHHbIE apTepUaIbHbIE U BEHO3HbIE TPOMOO3bI B aHAMHE3E,
e BoO3pact ctapuie 60 er.

MIIH npencraBisioT €000 TPYAHO JTUATHOCTUPYEMYIO TMPUYUHY LepeOpabHbBIX
TPOMOOTHYECKUX COOBITHIA. BBICOKass OCBEIOMJIEHHOCTh Bpaued pas3IWUYHBIX CHEIUATBLHOCTEH
HeoOXoauMa Ui BBIABJICHUS OCHOBHOTO T'€MAaTOJIOTHYECKOTO 3a00JeBaHUS Yy MAlMEHTOB C
YCTOHYHMBBIMU U3MEHEHHUSIMHU B 0OIIIEM aHATIN3€ KPOBH.

[Tarmentam ¢ 1epeOpadbHBIMM  BEHO3HBIMH TpPOMOO3aMH PEKOMEHAYETCSl Tepamus
AHTUTPOMOOTHYECKUMHU CPECTBAMHU I IIpUeMa BHYTPh B TEUEHUE KaK MUHUMYM 6 Mecs1eB Npu
OTCYTCTBUM  NpOTHBONOKa3aHuid.  Pemenne o  Oomee  [UIMTENbHOM  Ha3HAYCHUHU
AHTUTPOMOOTHYECKHX  CPEACTB  NPUHUMAETCS MO  TOKa3aHUsM,  OOYCIOBICHHBIM
reMaTojI0ruueckuM 3a00JIeBaHUEM, TIPU YUYaCTUH CIIELIUATIUCTA 10 TeMOCTa3y.

B HacTos1ee BpeMst HET CHelHalbHbIX PEKOMEHAUI 0 TPOMOOIM3UCY Y MAIUEHTOB C
MIIH. [loka3aHusi COOTHOCATCS C OOLIECHPUHATHIMH PEKOMEHIAIMSAMU [0 TPOBEICHUIO
TpomMbonnTHaeckoil tepamuu [126, 127]. C nenbio NpoQUIAKTUKH MOBTOPHON TPaH3UTOPHOM
umemudeckoi ataku (TMA) u moBTOpHOTO HIIEeMHUYEeCKOro HHCYIbTa 601sHEIM MITH ¢ BEICOKUM
PUCKOM Da3BUTHUSl HUIIEMHUYECKOTO HHCYJIbTA WU APYTUX TPOMOOTHYECKHX COOBITHI, paHee
NEepeHEeCIINX  HapyIIEeHHE  MO3TOBOIO  KpOBOOOpAILCHHSA,  PEKOMEHIO0BAH  IpPHEM
aleTWICATMIIMIOBON KUCIOTHI** B Manbix mo3ax (75-100 mr/cyr, BHYTpb). [Ipn Hanmu4umu MHBIX
nokazaHui (Hamp., GUOPWILIANUS TPEACEpAnii) CIeayeT OPUEHTHUPOBATHCS Ha TPO(HIbHBIC
KIMHAYECKHE pEeKOMEHJanuu 1o mnepBuyHor mpodunaktuke HMK. Hanpumep, npu
GUOpHILIISIIMK  TIpeicepnii  Ha3HAYalOTCSl AHTUTPOMOOTHYECKHE CpEACTBA B OTCYTCTBUE
BBICOKOI'O pHCKa KpoBoTeueHu [127, 128].

YpoBenb yoeaurteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —
5)
7.4 MuesionpoJindepaTuBHbIE HOBOOOPA30BAHUSA U 0€PEeMEHHOCTh
Il1aHupoBaHue 6epeMeHHOCTH y nanueHToK ¢ MITH
Y4uuThiBas BHICOKHIA PUCK MPEphIBaHUSI OCPEMEHHOCTH M €€ OCJIOKHEHUH, 0EPEMEHHOCTh
y marueHTok ¢ MITH mo Bo3MOXXHOCTH J0JKHA OBITH 3aITAHUPOBAaHA W pa3pelleHa BPadyoM-
rematoJioroM. JKennuuel ¢ MITH, koTopble TUTaHUPYIOT OEPEMEHHOCTb, JOJDKHBI HAOII01aThCs
COBMECTHO BPauOM-T'€MaTOJIOTOM, UMEIOIIUM OIIbIT BEJCHHS MTALIMEHTOK BO BpeMsi OEpEeMEHHOCTH,
U BpPAaYOM-aKyIIEPOM-THHEKOJIIOTOM Uil OLIEHKH DPUCKOB OCJOXHEHUH NpU OEepeMEeHHOCTH WU
COTJIACOBAHUS OINTHMAJILHOW MPOTrpaMMbl NPO(MIAKTUKH OciokHeHu u jnedenuss MIIH. B

3aBHCHUMOCTH OT PUCKa COCYIMCTBIX OCJOXHEHHH y MaTepu U MaTOJIOTMU MpH OepeMEeHHOCTH
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CYILIECTBYIOT pa3iMuHble BOZMOXKHOCTH JIEYEHUS] — OT Ha3HAYEHMsI aHTUATPEraHTHOM Tepanuu,
IpenapaToB IPyYIIbl renapuHa 1o #uHrepdepona anbda-2b**. [TnanupoBanue GepeMEeHHOCTH
PEKOMEHAYETCSI IPU JTOCTHKEHUN KIMHUKO-TeMaTOJOTHUECKOW KOMIIEHCAuu 3aboneBanus. Y
KEHIIUH C TOPTAJbHOM THIEpPTEH3UWEH BOMPOC O BO3MOXKHOCTU OEpEMEHHOCTH HEOOXOAMMO
pemarb COBMECTHO C BpayOM-aKyIIEpOM-THHEKOJIOTrOM, MPO(UIBHBIM BpauoM-XHUPYpProMm, H
BpPayOM-T€MaTOJIOrOM MOCIIe KOMIIEKCHOTO 00CIeJOBaHuUS O0JIBHOM, BKITIOUAIOIIETO IPOBEICHNE
OI'’/IC u Y3U cocynoB mopraibHOM cucTeMbl. [lpu miaHMpoBaHWU OEpPEMEHHOCTH BCEM
nareHTkaMm ¢ MITH BbinosHA€TCS KOHTPOJIb MCXOAHOTO YPOBHSI TPOMOOIIMTOB (MKEJIaTEIbHO
<400-600x10°/1) u rematokputa (<45%). HeoOXOmMMO Takike NPOBOAMTH HCCIEIOBAHHE
OCHOBHBIX IapaMeTPOB CHUCTEMbI I'eéMOCTa3a, AUArHOCTHKY aHTHU(POCHOIUIUIHOTO CUHAPOMA U
OTIpe/ieIeHue MYTalMii TeHOB, CONPSDKEHHBIX C HACJIEACTBEHHBIMU TPOMOO(QHINSAMHU BBICOKOTO
pucka. Ecnu manueHTKa MpuHUMAET MPOTUBOOITYXOJIEBBIE Tpenapathl (#ruapokcukapoamum™**,
#Oycynbhan®*, #anarpenuna, Ap.), TO ISl UCKIIOUCHUS TepaTOreHHBIX 3(P(HEKTOB yKa3aHHBIC
BBIILIE TIpEnaparthbl CIEIyeT OTMEHUTh 3a 3 Mec. A0 3a4aTus, TO XK€ Kacaercs U oTuoB. s
ToJIepKaHus YPOBHs TpoMOonuToB He Gonee 400x10°/1 3a 3 Mec. 10 GepeMEHHOCTH MOKA3aHO
Ha3HAYMUTh TEPAIUIO MpernapaTaMu #uHTepdepona anbda-2b**,
o Bcem sxeHIMHaM peKOMEHIyeTCss HayaTh aHTHArperaHTHYIO TEParuio MalbIMH J03aMH
#HanetwncamuumioBoln  kuciaotel**  (50-100 Mr B CcyTkm) 3a 3 Mec. 0 IUIAaHUPYEeMOU
o6epemerHocTH. [Ipy HATMYMKM TOMOJHUTETBHBIX (PAKTOPOB TPOMOO(P MK U TPOMOO3aX KPYITHBIX
COCyIIOB B aHamHe3e, o0OycioBieHHbIX HamuuuemM MIIH, pekomenayercs mpoBecTH
aHTUKOAryJsiHTHYI0 Tepanuio HMI™ B mpodmnaktuueckux uian gededHbIx go3ax [128, 143].
YpoBenb yoenurteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4)

bepemennocts npu MITH

bepemeHHbIE U )KEHIIMHBI, KOTOPBIE XOTAT UMETh JieTei, 00pa3yIoT 0co0yI0 IpyIIy cpean
narenToB ¢ MITH, mockonbky BblpakeHHas rurnepkoarymsanus, ooycinosnensas MITH Ha ¢one
OepeMEeHHOCTH, CBsI3aHa C PA3BUTHEM HE TOJBKO BEHO3HBIX TPOMOOIMOOIMYECKUX OCIOKHEHUN
(BT20), HO U ¢ penpOoAyKTUBHBIMH MOTEPSMU Ha PaHHHUX CpPOKaX. B 3aBUCHMOCTH OT BpeMeHU
MOCTAaHOBKM JIMarHO3a BO3MOXHBI CIIEAYIOIINE BapuaHThl OepemMeHHocTH ipu MITH:

e OepeMEeHHOCTb Ipu paHee yctaHoBieHHOM MITH;
e Brepsbie quarHoctupoBanHoe MITH Bo Bpemst 6epeMeHHOCTH.

I'pynnsl pucka 1o pasBUTHIO 0CJIOKHEHHH
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Kenmuu ¢ MITH Bo Bpemsi OepeMEHHOCTH MOXKHO Pa3/IeUTh HAa TPYIIBI BBICOKOTO
HHU3KOTO pUCKa pa3BUTHA OCIOXHEHUH. K rpyrie BbICOKOTO prcKa OTHOCATCS OepeMEeHHbIE, €CIIn
NPUCYTCTBYET OIMH U3 NMEPEUUCICHHBIX HIKE (PAaKTOPOB.

1. IlpeamecTByromme TPOMOOTHUYECKUE OCJIOXKHEHHUs (BEHO3HBIH WM apTepUabHBIN
TpoM003, KPOBOTEUEHHUS 110 MPUIKNHE OCHOBHOTO 3a00seBanus [MI1/ OT]) u Hannune nopTanbHOM
TUIIEPTEH3UU C BAPUKO3HBIM paCLIMPEHUEM BEH nuieBoaa u xxenyaka -1 crenenu.

2. MuUKpoUMpKYISITOPHBIE  HAapylIeHUs  (3pUTpPOMENANTHs, TOJOBHas  OOJIb,
TOJIOBOKPY)KEHHUS, CHIDKEHUE CllyXa, HapylleHHWe 3peHHs) WIM Haluyue JByX u Ooinee
HACJIEICTBEHHBIX MOJIUMOP(PHU3MOB T'e€HOB TpoMOOGWINH, Cpeau KOTOphIXx MmyTamus Jleinen
(pesucrentHocTh K mporeuny C), wmyramuss FII (G20210A), myrammss rena MTHFR
(HacnenCTBEHHAs TUIIEproMonucTenHemMus); nedunut antutpomonna I, nepunur nporenna C
W/uny mpruoOpeTeHHBIX Hopm TpoMOod Iy (darie aHTH(GOCHOIUTATHBINA CHHAPOM).

3. OcnoxHeHHOEe TeueHue OEepeMEHHOCTH, KOTOPOE MOTIJI0 OBITh BBI3BAHO OCHOBHBIM
3a00JIeBaHUEM:

e IpepbIiBaHUE OEPEMEHHOCTH HAa paHHUX CPOKax (= 3 ciy4yaes);

e aHTeHaTalbHAas THOENb IUI0/a;

e 3a/Iep)KKa Pa3BUTHS IUIOMA;

® MpeXJEeBpPEeMEHHAs OTCIIONKa HOPMAIbHO PACIIOIOKEHHOH TIAlEHTHL;

® TsDKENas MPEe3KIaMIICHUS;

e paHHHE U OYEHb PaHHUE MPEKIEBPEMEHHBIE POJIbI;

® II0CJIEPOJIOBOE KPOBOTEUEHHUE;

® KpPOBOTEUEHHUE U3 BAPUKO3HO-PACIIUPEHHBIX BEH MUILEBOJA WU JKETYIKA.

4. XeHIIMHBI, UMEIONIHE HA MOMEHT HACTOSIIECH OEPEMEHHOCTH YPOBEHb TPOMOOIIUTOB B
kposH >1500%10%/1.

K rpynme HU3KOro pHCKa OTHOCSTCS JKEHIIMHBI, Y KOTOPbIX HET HU OJHOTO U3
MIEPEYUCIICHHBIX BbIIIE (DaKTOPOB.

AnroputMm odcienosanusi 60abubIX MITH Bo BpeMs GepemeHHOCTH

Anroputm obcnenoBanus 6oapHBIX MITH mpeamonaraer cieayromuye UCCIEA0BAaHHS BO
BpeMs 6epemeHHoCTH [129]:

1. JIluHaMu4YeCcKui KOHTPOJIb MTOKAa3aTesIe KPOBU C UCCIEAOBAHUEM YPOBHS SPUTPOLIMTOB,
TPOMOOIIUTOB, JIEHKOIIUTOB B KpOBU, JTU(DPEPEHIMPOBAHHBIM TOJCYETOM JICUKOIIMTOB
(nmefikouuTapHas gopmyia), UccaeI0BaHUEM YPOBHS OOILEro reMoriioOnHa B KPOBU M OIICHKOM

TeéMaToKpuTa, COCTOAHUA INIABMCHHOT'O 3BCHA I'CMOCTAa3a. I/ICCJIGI[OBaHI/IC YPOBHA MAapKEpPOB
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BHYTPUCOCYJMCTOTO CBEPThIBaHUA Kaxkable 2—4 Henenu, Ha 3-il JeHb U dyepe3 4 HeAelnHu Mocie
POIOB C ILENbIO OLEHUTHh AWHAMHUKY TE€MAaTOJIOIMYECKHX IIOKaszaTesJed W JUIsl KOHTPOJIS
IIPOBOAMMOI'0 HUTOPEAYKTUBHOIO JIEUEHMS;
2. JIns OneHKH pUCKa TPOMOOTHYECKHUX U TEeMOPPArndecKuX OCIOKHEHHH HEOOXOIUMBI
WCCJICIOBAaHNE W KOHTPOJb TApaMETPOB CHCTEMBI TemocTa3a (pacTBOPUMBIX (GUOPHH-
MOHOMEPHBIX KOMIUIEKCOB, HCCJEIOBaHHE YpPOBHS (PUOpUHOTEHa B KPOBH, AKTHMBHPOBAHHOE
yactuyHoe TpomOomactuHoBoe Bpemst (AUTB), mporpomOumHOBOrO MHAEKca) Kaxable 2—4
HEJIeM BO BpeMsi OepeMeHHOCTH U Ha 3, 14 u 40-it 1eHp mocie poIoB;
3. JIOOJHUTENBHO /JIsl OLIEHKU pHCKa TPOMOOTHUYECKUX OCIOXKHEHHH MPH MOCTaHOBKE Ha
y4yeT HeoOXOJMMO OJHOKPaTHO MCCIIEOBaTh YPOBEHb €CTECTBEHHBIX aAHTHUKOATYJISHTOB
(onpenenenue akTUBHOCTH aHTHTpoMOuHA III B KpoBH, mccienoBaHue ypoBHsA npotenHa C B
KpPOBH, ONpEJe/IeHne aKTUBHOCTU MPOTEHHA S B KPOBU) M COCYAMCTO-TPOMOOIIMTAPHOE 3BEHO
reMocTasa (UCClIeIOBaHUE arperalii TPOMOOIIMTOB € TTIOMOIIBIO (hapMaKOJIOTHIECKUX TTPO0);
4. Jlnsg OIEHKM pHUCKAa TPOMOOTHYECKHX OCJIOXKHEHHUH MPOBOIUTCS JUArHOCTHKA
HACNIC/ICTBEHHOH W NpHOOpeTeHHOoW  TpoMmOodumiamu, ecnu  3a0ojeBaHME  BIEPBBIC
JTUAarHOCTHPOBAHO BO BpeMs OEpeMEHHOCTH OO0 oHa He ObUIa MPOBEJCHA 10 HACTYIUICHUS
OepeMeHHOCTH, KOTOpasi BKIIOYAeT:
® JMAarHOCTHKY aHTU(POCHONMIHUIHOTO CHHAPOMAa —  ONpEIeNiCHHE  BOJIYAHOYHOTO
AHTUKOATYJISIHTA, OTPEeICHUE COACPKaHMUsI aHTUTEN K KapauoaunuHy B kposu (IgG, IgM),
OTIpeIeJIeHUE CO/IepPKaHusI aHTUTEN K OeTa-2-rimkonporenny B kposu (IgG, IgM);

® uCClleZIOBaHHE MYTalMii T€HOB, COMPSKEHHBIX C HACJIEACTBEHHOW TpOoMOO(DUIIIel BHICOKOTO
pHUCKa: MOJEKYyIspHO-reHeTnYeckoe uccienoBanue myrammu G1691A B rene daxropa V
(myramms Jleiinena B V daktope cBepThiBaHUs), omnpenencHue noaumopdusma G20210A
npotpomMOuHa B reHe (pakropa Il cBepThIBaHUS KPOBH;

® CCJIEI0BAaHUE YPOBHS TOMOLIMCTENHA B KPOBH.

5. Eciiu manudecranus 3a00eBaHus MPOU30IILIA BO BpeMs OEpEMEHHOCTH, HEOOX0IMMO
IIPOBECTU  MOJIEKYJIIPHO-TEHETUUYECKOE  HCCIENOBAHUE —  MOJIEKYJISIPHO-TEHETUYECKOE
uccleoBaHre MapkepoB Ph-HeratuBHBIX MuenonponudepaTUBHBIX 3a00JeBaHUN (MyTaIlu B
renax Jak2, MPL u CALR), uro no3BonseT nuarnoctupoBarh Hammune MITH y maruenTkw.

6. Y31 miona 1Baxkabl B KaKJI0M TPUMECTPE;

7. YnprpasBykoBas nomnruieporpadus MaTOYHO-TLIAIEHTAPHOTO KPOBOTOKA KaXKIble 4

HEJ., HaunuHas ¢ 22-1 HeACHu KaxKaple 4 Hen. 1o 33 Hen., Jaliee — MO0 MOKa3aHUsIM;
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8. Kapaunorokorpadus miona ¢ 33-it Henenu kaxapie 2—3 He., mocie 37-i Hegenn — 1
pa3 B 1-2 Hen. AJist OLIEHKHU COCTOSHUS I1J10/12;

9. Jlna OUEHKH COCTOSIHHS OPraHoB OpIOIIHOM mojocTH mpoBoautca Y3U OpromrHoi
MOJIOCTH (KOMILJIEKCHOE)C OIpE/IeIeHUEM pPa3MepOB IEYEHH, CENIe3eHKH, JAUaMeTpa BOPOTHOMU
BeHbl B [-11 TpumecTpe 6epemenHoCTH;

10. MPT mnoszBossier 0Oojee YETKO OMpPENENsATh MPOCBETHl IIYHTOB U OICHHUBATh
MOPTANBHBI KPOBOTOK, a TaKKe WACHTH(PHUIIMPOBATH CTENEHb MAPEHXMMATO3HOTO MOPAKEHUS
MEYCHU U U3MEHEHUS B Celie3eHKe (IIPU HATMYMH MTOKa3aHUM );

11. Penrtrenorpaduss mnuimeBoja, JKEIyAKa W ABCHAAIATUNECPCTHOM KHINKH C
00s13aTeIbHBIM YKPAHUPOBAHUEM JKMBOTA MO3BOJISICT OMPEACITUTH MPOTHKEHHOCTh BapUKO3HOTO
pacipeHusl BeH MO JJIMHE MUIIEBO/A, COCTOSHUE HUKHETO MHIIEBOJHOIO CHUHKTEpa U €ro
(G YHKIIMOHATBHBIE BO3MOXHOCTH (10 TIOKA3aHHSM);

12. OI'IC mpoBOAUTCA MO MOKAa3aHHUSIM. DTO BU3YaJbHbIA METOJI, KOTOPBI MO3BOJIAET
Jdy4llle APYTUX ONpPEAEIUTh HAJIMYHME BAPUKO3HO-PACIIMPEHHBIX BEH B MHILEBOJAE U JKEIYIKE,
CTENEHb UX BBIPAXKEHHOCTH, a TAKXKE MOPTAIbHYIO TMIEPTEH3UMOHHYIO BaCKYyJIO- U TacTPOIATHIO,
SABJISICTCS METOIOM TU(DPepeHITaTbHO-TUArHOCTUYECKOTO BBIOOpA B CITy4Yassx BOSHUKIIETO JTHOO
OCTaHOBHUBLIETOCA KEITYTOYHO-KHUILIEYHOTO KPOBOTEUEHHS.

Jleuenue 0osbHbIX MITH BO Bpemsi 0epeMeHHOCTH

Jleuenne OompHBIX MIIH BO Bpemsi OepeMEHHOCTH AODKHO OBITH HANpaBICHO Ha
PO UIAKTUKY COCYAMCTHIX OCJIOKHEHUH W OOprOy ¢ TpomOoruTo3oMm. B HacTosmiee Bpems
IPUMEHEHHE He MPOHUKAIOIINX Yepe3 IIIaleHTapHbIi 6aphep U HE 00J1aJaloUX TePaTOreHHbIM
CBOMCTBOM JIEKAPCTBEHHBIX CPEACTB MO3BOJIMJIO 3HAUUTENIBHO YIYYIIUTHh KAaueCTBO JKU3HH,
IPOTHO3 U UCXO/1 JJAHHBIX 3a00JIeBaHM, a TaK)Ke CIIOCOOCTBOBAJIO COXPAHEHUIO OEPEMEHHOCTH U
CHIDKEHUIO YaCTOThI OCJIOKHEHHI y manueHToK. TepaneBrudeckue Bo3MoxkHoctH npu MITH Bo
BpeMsi OEpeMEHHOCTH BKIIIOYAIOT aHTUTPOMOOTHYECKOE JIEUeHHE, AHTUKOATYJISTHTHYIO TepaIuio,
kpoBonyckanusi npu UII, uarepdeponsl n Butamunsl rpynnsl B. Heo6xonumo noanepxuBathb
NOKa3aTeIr reMaToOKpHTa B IpeziesiaX HOpMbl, COOTBETCTBYIONIEH OepeMeHHOCTH. [10BBIIICHHBIN
00BbeM IJ1a3Mbl 4acTO MPHUBOJUT K YMEHBIIEHUIO T€MaTOKpHUTa M uucia TpoMOouutoB Bo Il
TPUMECTPE, MOCIIE YETO ITU MMOKA3ATENN BHOBb MOBBIIIAIOTCS B OCIEPOIOBOM MEPUOI, CO3/1aBas
HOBBIIIEHHBIN PHCK TpoMOO3a B IIEpBbIe 6 HEl. TTOCKIE POJOB. B 3TOT nepuoa BaskeH MpHUCTaNbHbINA
MOHUTOPUHI TIOKa3arened KpoBu. C 1ENbI0 YMEHBUIUTh YPOBEHb TPOMOOILMTOB MpU
OepeMEeHHOCTH B JIEYEHUH OYyAyT HY>KIATbCs KEHIIUHBI U3 TPYIIbI BHICOKOTO PUCKA Pa3BUTHUS
COCYIUCTBHIX ocyoxkHeHuH. [Ipn HEoOXOIMMOCTH TPOBENEHUS TEparuy, HaIlpaBJIECHHOW Ha

CHIDKCHHME 4YHCIIa TPOMOOIIMTOB, MPUMEHSETCS PEKOMOMHAHTHBIN #uHTepepoH anbda-2b**,
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KOTOpBI  siBisieTcss HamOojee Oe30MacHbIM  BapUAHTOM  JiedeHHs. MHOTo4HCICHHbIE
WCCJICIOBAHMSI TIOJTBEPKIAIOT OTCYTCTBHE SMOPHOTOKCUIECKOTO M TePATOTEHHOTO BO3ICHUCTBUS
#unrepdepona anbda-2b** na mox [128, 129, 138, 143].

ANTOPUTM Ha3HAauYeHHUs TMpemnaparoB #HuHTepdepoHa anbda-2b**: mpu TpomOommTO3e
(TpombonuTsr >400x10°/1 u <600x10°/1) BBeneHne #unTephepoHa ambda-2b** MpPoIOTKUTE,
€CIM 9TO JIYCHHE TMPOBOJWIOCH €Iie 10 OEpeMEHHOCTH W/WIM CYIIECTBYET BBICOKUMN
TpoMOOTeHHbIH prck; mpu TpomOouuTose (TpoMbouThl >600x%10°/11) #unTephepon anbha-2b**
BBOAUTCSA B 03¢ 9-21 muH ME B Hemenmo MOJIKOKHO, MO3BOJISIIOIIEH MOIAAEPKUBATH YUCIIO
TpomGomToB < 450x10°/1 [129, 138, 143].

#AneruncanmuuunoBas kucioTa** mpumensercs B go3e 100 Mr/cyT y Bcex >KCHIIUH C
MIIH nHa npotsxennn Bcerr OepemennoctH [129, 138]. C yuerom matorene3a MIIH, a takxe
W3MEHEHUN CHCTEMBI T€MOCTa3a BO BpeMsl OCpPEMEHHOCTH #HalleTHJICAIMIIMIIOBAs KUcaoTa** He
NpUMEHSIETCA TMPU HAJIMYMM B aHaMHE3€ KpPOBOTEUCHHI BHE WM BO BpeMs MPEIbIAYIINX
OepemenHocrtedd. Ilpuem #xnomumorpena** pexkoOMEeHIOBaH B ClIydae HEMEPEHOCUMOCTHU
#HaleTWICATUIIMIOBON KUCIOTHI* * MM pa3BUTHUS PE3UCTEHTHOCTH Ipu J103e 75 mr/cyt [129, 138].
B kauecTBe aHTHKOAryJassHTHOW Tepanmuu pekoMmeHmoBaHbl HMIT B mpodumakTHdecKkux WiIn
Je4eOHBIX J103aX COTJIACHO KIMHUYECKUM peKoMeHaanusaM o npodmiaktuke BT20 [129, 138].

[TokazaHus K TPOBEACHUIO AHTUKOATYISIHTHOW  Tepamuu (B COYETaHUU C
LUTOPEAYKTUBHON U aHTUArpEraHTHOM Tepamnueil):

® TpoMOO(MIHSI BEICOKOTO pUCKa W/WiM aHTH(OCHOIUITUTHBINA CHHAPOM;

e TpoMOO3 KPYITHBIX COCY/IOB B aHAMHE3E;

® PpENpOAYKTHBHBIE MOTEPH (3 caMONMpPOU3BOJIBHBIX BBIKU/bIIIA HAa cpoke <12 Hen., >1

BBIKUIBINIEH HA cpoke >12 Heq., aHTeHaTallbHAs THOENb I10/1a);
® TsDKENBIE OCIOKHEHUS B MPEIBIIYIINX OCPEeMEHHOCTAX (3aepiKKa pa3BUTHUS ITUIOMA,
MIPEIKIIAMIICHS WK JPYTHUE MPU3HAKHU TUTAIICHTAPHBIX HAPYIIICHH).

[Tpu orcyTcTBHM AOCTaTOYHOro 3¢ ¢eKTa OT MPOBOJUMON TEparuu B OCOOBIX CIIydasix
MPUMEHSIOTCS SKCTPAKOPIIOpaIbHbIE METO/IbI BO3IEUCTBUSA: M1a3Madepe3 U 3puTporuTadepes.

[Tokazanus k mpoBeeHuto mwazmadepesa y xxermun ¢ MITH Bo Bpems 6epemeHHOCTH:

e Hamuuue AaHTHPOCHOMUIUIHOTO CHUHAPOMA, HE TMOAMAIOMIETOCS KOPPEKIUU

MEIMKaMEHTO3HBIMU CpeAcTBaMH, Hapsay ¢ MITH;
e BBIpOKEHHAs TUIEPKOATYNSALUS TPH HATWYUM  JOMOJTHUTEIBHBIX  (PAKTOPOB

TpOM60(1)I/IJII/II/I, HC nmoggaromiascsa KOppCKunuu MEAUKAMCHTO3HbIMU CPCACTBaAMMU.

67



[Tnasmadepe3 npooautcs B oobeme 300—400 mur yepe3 1-2 nmHs, Bcero 2—7 ceaHCOB.
[Inazmo3amerieHre MPOBOAUTCS KOJUIOMOHBIMH U KpUCTAJIIOWAHBIMH pacTtBopamu (BOSBA
PactBopsl nns mapentepanbHOoro mnurtanus, BOSBB PactBopsl, Biusmromme Ha BOJHO-
JJIEKTPOJIUTHBIN  Oamanc). OTHomieHHe oObeMa  yAalseMol  IUIa3Mbl K 00BbeMy
MJIa3MO3aMENIalOIINX PAaCTBOPOB COCTABISIET BO Bpems OepemeHHoctn 1:1,2; anpOymunH
yenoBeka™* wucnonezyercs B Buae 10 mimm 20% pactBopa B koimuectBe 100 mmm 50 mi
COOTBETCTBEHHO.

[Tokazanus k mnpuMeHeHUI0 »putpormTadepesa y xeHmmH ¢ MIIH Bo Bpems
OepeMEHHOCTH: SPUTPOLUTO3 (IPUTPOLUTH >5,5%10'%/1) 1 rematokput 6osee 45% npu BIepBbIe
BBISBIICHHOH BO Bpems OepemenHoctu WII. Ha mnporspkeHunm Bceil OepeMEHHOCTH U
II0CJIEPOA0OBOro nepuoaa xxenmuaaMm ¢ MITH pexoMeH10BaH KOMIUIEKC BATAMUHOB IpymIsl B.

ITepen pomnopaspemenuem BceM OepemeHHbiM ¢ MIIH mnpoBomsT mnpodumakTuky
TPOMOOTHYECKHUX OCIIOKHEHUM:

® HOIIEHHE  MEAMIMHCKOIO  KOMIPECCHMOHHOIO  TpUKOTaxa B  IIpolecce

poJlopa3pelieHus;
® [peKpalleHHe MpreMa IpenapaToB HaleTWICATUIMIOBOM KUCIOTHI** 3a 7-14 Hen. 1o
ponopaszpemienus [129];

® [IPOBEJIEHUE PETUOHAPHOW aHalre3uu (B poAax IO JKEIAHUIO JKEHIIMHBI) WIIU
aHecTe3uH (BO BpeMsl KecapeBa CEUEHHUs) HE paHee 4eM depe3 12 4 mocie nocineaHen
npodmnakruyeckoil 10o3pi HMI' u He panee yem yepe3 24 4 mocie mocieaHei
neueOHol 10361 HMI;

® T[pU IJIAHOBOM KecapeBoM cedeHuH BBeneHne HMIT B mpodunakThyeckux mgo3ax

MpEeKpanaoT 3a 24 9 10 Hero ¥ BO30OHOBJISIIOT Yepe3 3 4 Mocie ero OKOHYaHUs (MIu
yepes 4 4 mocie yJaaleHus SIUAYypaJbHOro KaTeTepa).

[TocneponoBoii nepuoa siBisieTcs: Hanbosee onacHbIM 1o pazsutuio BT20. XapakrepHsie
JU1s1 6€peMEHHOCTH U3MEHEHHS CUCTEMbI TeMOCTa3a COXPAHSIOTCS B TEUEHHE 6 HEJl. ITOCIIe POJIOB.
TakThKa BeIEHUS TOCIEPOIOBOTO Meproaa cocTouT B npoduminaktuke BTOO u 3akmrovaeTcs B
caenyrouiem [129]:

® TIPOJOJDKUTH BBeACHUE #UHTEpdepoHa anbda-2b**, ecam 310 IedeHre IpoBOIUIOCH

BO BpeMsi OEpEMEHHOCTH W/UJIH CYIIECTBOBA BHICOKHI TPOMOOTEHHBIN PUCK, C IIEJIBIO
MoiIep>KaTh HOPMAIBHBIN YPOBEHb TPOMOOLIUTOB ¥ CHU3UTH puck BTDO [129, 143];
® [IPOJOJDKUTH MPUEM HaLETHICATUIIMIOBONH KHCIOTEI** B n03e 50-100 mr/cyt Bcem

nanueHTkaM ¢ MIIH B Teuenue 6 Hen. nocneponoBoro nepuoja. He npumensercs npu
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HQJINYMM B aHAMHE3€ KPOBOTEUEHHUH BHE WM BO BpeMsl IPEIbIIYLINX OepeMeHHOCTEN
[129, 143];

HMI' B mpoduinakTuyeckux 103axX B TeUEHHE 6 HEI. MOCIEpPOJOBOTrO MEpHOAa MpPHU
HAJIMYUK JIOTIOJIHUTENBHBIX (aKTOpoB TpoMOOohmiInu, mpu TPoMOO3ax KPYIHBIX
COCYZIOB B aHamMHe3e, oOycinoBieHHbIX Hamumurem MIIH, a Taxxke mpu npyrux
dakTopax pucka BTOO0 [129, 138, 143].;

MIOJIaBJICHUE JIAKTAIIMH 110 OOIIECTIPUHATHIM CXeMaM IpU HEOOXOAUMOCTH POBEICHUS
tepanuu MDH anbda-2b B cBsA3M ¢ TEM, YTO NpH JICUSHUH NTpenapaTaMmu #uHTepPepoHa
anb(pa-2b** Bo BpeMs IpyAHOTO BCKapMIIMBAaHHS y HOBOPOXKICHHBIX pa3BUBACTCS
TPOMOOIIMTONCHHUS, T. K. IpenapaT MPOHUKAET B TpyaHOE MoJoko [ 128, 129];
Ha3HA4YE€HUE KOMILJIEKCAa BUTAMUHOB Ipynnbl B BceM manmeHTKaM Ha NPOTSKEHUU
nocyiepoaoBoro nepuoxa [128, 129];

B T€UEHUE 6 HEJIeb TOCJIe POJIOB HEOOXOAMMO HOCUTh KOMIIPECCUOHHBIN TPUKOTAK.

D¢} PexTUBHOCTD JIeYEHHsI TOJATBEPHKIAETCS COXpPAaHEHHEM KIMHHKO-TeMaTOJIOrHuYeCcKOn

pemuccuu

3a00eBaHusA, KOTOpas OMNpPEAeNseTCs IaHHBIMH OOBEKTUBHOTO OOCIIEIOBaHUS,

MOKa3aTeJsIMU KpOBH, pe3yiabTaraMu Y3M opranoB OpromHO#W mMojocTtd (pasmep NEYCHH |

CCJIG3€HKI/I), TUCTOJOTUYCCKUM HCCJICAOBAHHECM KOCTHOI'O MO3ra. HpI/I aJICKBAaTHO HOI[OGpaHHOM

JICHCHUHU BO3MOKHO HOPMAJIBHOC TCUCHUC 6€peM€HHOCTI/I " pOoaoB. BepeMeHHOCTB HC BJIMACT HA

teuenue MITH. ®usnueckoe pa3BuTHE IeTEH, 4aCTOTA BPOKACHHON M TPHUOOPETEHHOM MATOJIOTHH

HOBOPOXJACHHBIX Y >keHIIMH ¢ MITH He oTnumyaroTcsi OT aHAJIOTUYHBIX MOKa3aTesel y )KEHCKOM

NOMYJSILIUY HaceleHus B 1esom [129].

Kpurtepnu onieHKkH KayecTBa MeTUIIMHCKOM MOMOIIHU

Onenka
BBINOJTHEHUSI
Ne Kpurepun kauectsa
(na/uer)
Brimonnen cOop anaMHe3a U kanod mpu 3a00J1eBaHUsAX Ha/vet
| [oPraHOB KPOBETBOPEHHS H KPOBH BCEM MAIMEHTAM C MOJ03pEHHEM
" |1 mpenBapuTeNbHBIM quarao3oM Ph-ueratusHoe MITH B MOMeHT
[MePBUYHOTO OOpaIeHus
) 3anonuen onpocauk MITH10 npu nepBuyHOM 0OpaiieHuu, Ha/uer
" la 3aTeM eKEeHEIENBHO TI0CEe YCTAHOBICHUS IUarHo3a
BrimotHeH o0muil (KITMHUYECKU) aHAIN3 KPOBH (C Ha/uer
3. nrd hepeHIMaTbHBIM MTOICYETOM KIETOK KPOBHU, HCCIIEAOBAHUEM
Mopdoitorun, onpeaeneanemM COD) BceM ManueHTam ¢
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[MOI03PEHUEM U MIPEIBAPUTEIBHBIM TUarao3oM Ph-HeratuBHOE

MITH

BpInosHeHo BCceM MaleHTaM ¢ MoJI03pEHUEM U
MpeIBapuTeNbHBIM Tuarao3oM Ph-ueratusHoe MITH
HCCIICIOBAHUE YPOBHSI MOUYEBOM KHCIIOTHI B KPOBH, ONPEICIICHUE
AKTUBHOCTH JIAKTATIECTUIPOr€Ha3bl B KPOBU, UCCIEAOBAHUE
" lypoBHs C-peakTUBHOTO O€JIKa B CBIBOPOTKE KPOBH, OTIPEICIICHHE
AKTUBHOCTH aclapTaTaMUHOTpaHC(hepa3sl B KPOBH, ONPEICICHNE
AKTUBHOCTH aJlaHWHaMHHOTpaHc(hepasbl B KPOBHU, OTIPEICTICHUE
AKTUBHOCTH JIAKTATIETUAPOTr€Ha3bl B KPOBU

Jla/Her

BeinosnHeHo uccnenoBaHe ypoBHs S3pUTPONOITHHA KPOBU
y MAIMEHTOB C YPOBHEM I'eMOrio0uHa 6osee 165 1/1 y My 4uH U
" |1160 r/n y )KeHILUH, WM TeMaToKpUToM 6onee 49% y My 4uH U
6onee 48% y >KeHIIUH

Jla/mer

yIBTPa3BYKOBOE UCCIICIOBAHUE OPTaHOB OPIOIITHON
MOJIOCTH (KOMIUIEKCHOE), YIIbTPa3ByYKOBOE UCCIICIOBAHKE MTOYEK U
" |HaAMOYEYHUKOB, YJIbTPAa3BYKOBOE UCCIIEAOBAHUE TUM(PATHIESCKUX
y3710B (0/THa aHATOMUYECKasi 30Ha) BCEM IMaIlieHTaM

Jla/uer

BrimonHeHo BceM naieHTam ¢ mpeIBapuTeIbHbIM
nuarso3om MIIH nosrydenue rucTonorn4eckoro nmpemnapara
KOCTHOT'O MO3Ta (TpemaHoOHOTICHs TPEeOHS MTOAB3IOITHON KOCTH) C
" |maToIOr0aHATOMUYECKIM HCCIIEI0BAHUEM OMOTICUITHOTO
(ormepanMoHHOTO) MaTepraia KOCTHOTO MO3Tra C MPUMEHEHUEM
MMMYHOTHCTOXUMUYECKUX METO/IOB

Jla/Her

Brinmonaeno MosneKkyaapHO-T€eHETUUECKOE UCCTIEIOBAHNE
. IMmapkepoB Ph-HeratuBHbIX MueIONpOIUpEpaTUBHBIX 3a00IeBaHUN
(mytammu B renax Jak2, MPL u CALR)

Jla/Her

[Ipy HanmMuUK MOKa3aHUW MPOBEICHA METMKAMEHTO3HAs
" [repamnus

Jla/Her
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Ipuaoxenue Al. CocraB paGoueii rpynnsbl o paspadorke u

nepecMOTPY KIMHUYECKHX PeKOMeHIaIui
Menuksa Aunaut .HeBOHOBHa, AOKTOp MCIHMIMWHCKUX HAYK, 3aBCAyromas OTACICHUCM

CTaHJApTH3allMd  METOJOB  JICUEHWUsS reMarojorudeckux 3aboneBanuii  DPI'BY
«HanuoHaIbHBIN MEIUIIMHCKUN UCCIIEI0BATENbCKUI LIEHTP remMaTosiorun» M3 PO, unen
accolManuu COACHCTBUS PAa3BUTHUIO T'E€MATOJOTMM M TPaHCIUIAHTAIMM KOCTHOTO MO3Ta
«HannoHanbHOE TeMaTOIOTUYECKOE OOIIECTBOY.

Cy6opruieBa Upuna HuxomaesHna, KaHOUIaT MEIUIIMHCKUX HayK,
CTapUIM{ HAYYHBIA COTPYJHUK OTAEJCHUS CTaHAapTU3aluuu MeEToloB JiedeHus PI'BY
«HanumonanbHbIN MEIUITUHCKUN HUCCIEA0BATECIIbCKUN LIEHTP TeMaTOJIOT U
Munucrepcersa 3apaBooxpanenus Poccun.

KoBpurnna Amna MuxaiiioBHa, JOKTOp OHOJIOTMYECKHMX HAyK, 3aBeIyromias
narojoroanatomudyeckum otaeneHueM DPI'bY «HMUILL remartonorum» MuH3gpasa
Poccun, npodeccop MuctuTyra KimHudeckoil Mopdonoruu M UuppOBO MAaTOIOTUH
OI'AOY BO Ilepeiit MIMYVY um .M. CeuenoBa Munsapasa Poccun (CeueHOBCKUI
YHuBepcureT), wieH npe3uauyma Poccuiickoro oOIecTBa MaToJOrO0aHATOMOB, WICH
npesunuyma  Poccmiickoro — oOmiecTBa  OHKOT€MAaToOJIOTOB, YJI€H  €BPOIEHCKO-
aMepUKaHCKOU paboydeii rpymibl 0 U3YyYSHHIO MATOJOTHH KOCTHOTO MO3Ta.

[llyBaeB Bacunuii AHaTONBEBNY, JOKTOP MEIULIMHCKUX HAayK, 3aBEAYIOIUN OTACIECHUEM
rematoJsioru 1 xumuotepanu MPHIL um A.®. Ip16a — pumman «HMULL pagnonorum»
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11.

MunznpaBa Poccun, npodeccop xadenpsr rematosnoruu U Tpancdysuonornn um. M.A.
Kaccupckoro u AWM. Bopoosea ®I'BY IO PMAHIIO, npodeccop kadenps
BHYTpeHHuX 6one3neit UATO HUSAY MUDU.

Mopo3oBa Enena BnagucnaBoBHa, TOKTOp MEOUIIMHCKMX HAyK PYKOBOAMTEIL OTIEIA
OHKOJIOTMH, I'€MaTOJIOTMM W TPAHCILIAHTOJIOTMM JUIsl MOAPOCTKOB M B3pociaeix HUU
JIETCKON OHKOJIOTMH, T€MaTOJOTHH U TpaHciuiantosorun uM PMIopbaueBoii, T bOY
BO IICIIOI'MY uwm akan W.I1. I1aBnoBsa,

Jlomana Enza l'anakTMOHOBHA, KaHAWIAT MEAMIIMHCKUX HAYK, 3aBEYIOIINN HAYYHO-
HCCJIeI0BATENbCKOM TabopaTopuet  mMMmyHooHkosnoruu, @OI'BY  «Hamumonanbubii
MEAMLMHCKUI  HCCIeoBaTeNbCKUM  LeHTp uM. B. A. Anma3zoBa»  MuHucTepcTBa
3apaBooxpaneHus Poccun.

baiikoB Bagum BaneHTHHOBHY, TOKTOpP MEIUIIMHCKUX HAyK, Tpodeccop, 3aBeayronui
nabopartopueit maromopdosornn  HUMM  nmerckoil  OHKOJIOTMHM, TEMATOJIOTHH H
TpaHcmuiantoigorun  uM. P. M. T'opbaueBoit  ®PI'BOY BO  Cankr-IletepOyprekuii
rOCYJapCTBEHHBIN MEIUIMHCKAN yHUBepcuTeT M. akan. M. I1. [TaBnosa Munucrepcrsa
3apaBooxpaHenus Poccun.

BunorpagoBa Onbsra IOpbeBHa, AOKTOp MEAMIIMHCKHX HaykK, mpodeccop Kadeapsl
OHKOJIOTHH, remaTosoruu u tydeBoii repanuu PI'’AOY BO «Poccuiicknii HallMOHaIbHbBIN
UCCIIEI0BATENbCKUN MeauMHCKuil yHuBepcurer um. H.W. Iluporosa» M3 Poccun,
3aMECTUTEIIb PYKOBOAUTEN MOCKOBCKUM rOPOJICKUM FeMaToa0ruiaeckum nentpom ['bY3
«MockoBckuii MHOrOonpo(IbHBIN HaydHO-KIMHUYeckuil 1eHTp uMm. C. II. borkuHa»
JI3M, TryaBHBII HayyHbI COTPYOHHMK OTAENa KOONEPUPOBAHHBIX HCCIIEI0BAHUI
reMaToJIOTHUECKUX 3a0oieBaHuil y moapocTkoB M B3pocibix PI'BY «HanumonanbHbIHM
MEIUIIMHCKUN HWCCIIEIOBATENIbCKUI IEHTP JETCKOM TIeMaTOJIOTUH, OHKOJIOTHU |
nMmyHoJioruu uM. /. PoraueBa» M3 Poccun,

IMunsisutnunoBa Enena AnekcanapoBHa, Bpad-reMaToJIOr OTACICHHHM CTaHJApTU3ALUU
Metoq0B jeueHusda. PI'bY «HauuoHanbHbI MEIULMHCKUN HCCIEAOBATEIbCKUNA LIEHTP
remarojorun» Munzapasa Poccun.

['puntae Cepreii BacunbeBrd, JOKTOp MEIUIIMHCKUX HayK, 3aBenytomuid [IAOII (merTp
amOynaTopHoit oHkosioruueckoit momoru) CII6 I'BY3 IN'opoackas Gonpamma Ne 15.
HNonoBa Tarpsina lBaHOBHA, AOKTOp OWOJIOTMYECKUX Hayk, mnpodeccop, Kimnuka
BBICOKMX MemuiuHckux TexHoiorud uMm. H.W. [MuporoBa, ®I'BOY BO «Cankrt-

[TerepOyprckuii rocyaapCTBEHHBINM YHUBEPCUTET.
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13.

14.

15.

16.

17.

18.

19.

20.

Koxno Anuna BianuMmupoBHaA, KaHIWIAT MEIUWIIMHCKUX HAyK, Bpay-reMarosior,
3aBEAYIONIMI OTIEIOM [HUAarHOCTUKA W JICYEHHUS T'eMaTOJOTHYeCKUX 3a00JIeBaHU,
3aBEAYIONINI KIMHUKO-TUArHOCTUYECKUM OTJEJICHUEM T'e€MaTOJIOTHH U MHUEJIOUIHBIX
Heomnazun®@I'bY  «HaumoHanbHBII ~ MEAMIIMHCKUNA  UCCIENOBATEIbCKUNA  LEHTP
remarojorun» Munzapasa Poccun.

Kyznenosa [lonnna MropesHa, kanauaaT MEIUIUHCKUX HayK, HAY4YHbIH COTPYIHUK 1-r0
HeBpostorndeckoro oraeneHus GPI'bHY Hayunslii neHTp HEBpOJIOrUU

Ky3spmuna Jlapuca AmnHaTOnbeBHA, KaHIWIAT MEIUIIMHCKUX HAyK, 3aBeayrolias
OTJIEeJICHHEeM XHMHOTEpalid TeMOO0JIaCTO30B W TPaHCIUIAHTAIlMU KOCTHOTO MO3ra W
reMOIOATHYECKUX CTBOJIOBBIX KIEeTOK DI'BY «HanuoHanbHBIM MEIUIIMHCKUN
MCCIIEIOBATENILCKUM HEHTP remaTosnorun» Munszapasa Poccun.

MaptsiakeBud Upuna CtenanoBHA, JOKTOP OMOJIOTHYECKUX HAYK, PYKOBOOUMENb HAYUHO-
uccnedosamenvcko2o  Llenmpa knemounou u  monekyaaprou  namonocuu DPI'BY
«Poccuiickuil HayqHO-HMCCIIEI0BATENbCKUI UHCTUTYT TeMaTOJIOTUH M TpaHC(y3uOIOTHH
®MEBA Poccun..

Muruna TatbsiHa AJekceeBHa, MOKTOP MEAWIMHCKUX HayK, BEAYIIMH Hay4YHBIH
COTPYIIHHK, PYKOBOAMTEIb OTACJICHUS KIMHUYECKOW Te€MaTOJOTMHM U WMMYHOTEpanuu
I'BY3 MO MockoBckuii 00:1acTHON HAYYHO-UCCIIEAOBATENBCKUI KIMHUUECKUN HHCTUTYT
uM. H. @. Bnagumupckoro,

[Tonymknaa EBrennss CepreeBHa, KaHAWAAT MEIUIMHCKUX  HAyK, CTapIIud
Hay4YHbIN cCOTpyIHUK UHCTUTYTa akymiepcta @I'bY “HMULAT'ull um. B.1. Kynakosa”
Munsznpasa Poccun

[TocnienoBa Tarbsina VBaHOBHA, JOKTOP MEIMIMHCKUX HayK, mpodeccop, 3aBeayromias
Kadenapor Tepamuu, TEeMaTOJIOTMH U TpaHcys3uogorun (GaxynbTeTa TIOBBIIICHUS
kBampukanuu W nepenoarotoBku  Bpauerr  DPIBOY BO  HoBocubupckuit
roCyJapCTBEHHBIM MEIULIMHCKUNA YHUBEPCUTET MUHHUCTEPCTBA 3paBooXpaHeHus Poccun
CokosoBa Manana AJieKCaHApPOBHA, KaHAMIAT MEAUIMHCKUX HAyK, Bpad- remMarosior
KIIMHUKO-IUATHOCTUYECKOr'0 OTAEICHHUS IeMaToJIOTUU U MUEIONAHLIX Heomtazuu ®I'BY
«HanuoHaIbHBIN MEIUIIMHCKUI HCCIIEIOBATEIbCKUM LEHTP reMatojoruumy MuH3apasa
Poccun.

CynapukoB AHapeil bopucoBud, TOKTOp OMOJOTUYECKHX HAYK., 3aBEIYIOIIHA OTICIOM
MosekysipHor reHetuku, OI'BY «HamumonanbHbI MEIUIIMHCKUI HMCCIEI0BAaTEIbCKUN

LEHTp remMaTosorun» MuHHCTEpPCTBa 3/1paBooxXpanenus Poccun.
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21. Tanamsa Mapunas MoBcecoBHa, TOKTOP MEIUITMHCKUX HAYK, mpodeccop, wi.-kopp. PAH,
3aMeCTHTENb JUpeKTopa 1o HayuHoi padbore ®I'BHY HayuHslit eHTp HEBpOJIOTUH

22. Typkuna AnHa ['puropseBHa, JOKTOp MEAUIIMHCKHX HaYK, ipodeccop, 3aBeayromas KJ1O
reMaToJIoru  MuenonponudepaTuBHbIX  3a0oneBannii  ®I'BY  «HanmonanbHIM
MEIIUIIMHCKUI UCCIIEI0BATENILCKHUIM IEHTP remaTosioruny» Mun3apasa Poccuu.

23. llaroxun FOpuii BacuibeBud, MJOKTOp MEAMLIMHCKUX HayK, Mpodeccop, 3aBeayromuit
kaenpoii rematonoruu u tpaHcdysuonorun OIIK u IIIIC GI'BOY BO «PocroBckuii
FOCYJapCTBEHHbI MEIWIMHCKUN YHUBEPCHUTET» MMHHCTEPCTBA 31PAaBOOXPAHEHHUS
Poccun

24. lllmakoB Poman ['eoprueBuy, JOKTOp MEAMIMHCKUX HayK, npodeccop PAH, aupekrop
MockoBckoro obiactHoro HUWM akymepcTBa M THHEKOJIOTMM WM. akajemuka B.J.
KpacHomnonbckoro, 3aBenyromuii kadenpoit akymepcrBa u ruHekosioruu ['bBY3 MO
MOHUKH nm M.D. Bragumupckoro.

25. IlapoBuunukoBa Enena HwukomaeBHa, NOKTOp MEIMLMHCKUX HAyK, TIE€HEPAJIbHBIN
nupektop  PI'BY  «HanuoHanbHbld  MEOUUMHCKHM — HCCIIENOBATENBCKUN  LIEHTP
rematosiornn» MuH3apaBa Poccum, riaBHBI BHEIITAaTHBIM CHEHUAIMCT TIE€MAaTOJIOT
Munzapasa Poccun.

KoH}aukT HHTEepecoB: aBTOPHI KIIMHUYECKUX PEKOMEHIAINN COOOMIAI0T 00 OTCYTCTBUU

KOH(JIMKTOB UHTEPECOB.

IIpunoxenune A2. MeTomoJiorus pa3padoTki KJIMHUYECKHX

pPeKOMeHAa i
[eseBasi ayIMTOPUA JAHHBIX KIMHUYECKUX PEKOMEHIAIUIA:

1. Bpauu — remarosnoru

2. Bpauu — oHKOJIOTH

3. Bpaum — TepaneBThI

4. Bpauu — HEBpOJIOTH

5. Bpaum — kapauosnoru

6. Bpau-akymepbl-THHEKOJIOTH.

Tabauna 1. [lkana omeHkn ypoBHE# nocToBepHOCTH qoKazaTenbeTB (Y 1)) ans meronos

JTUArHOCTHUKY (IMarHOCTUYECKUX BMEIIATEIbCTB)

| YA ‘ Pacum¢poska
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Cuctemarnueckue 0030pbl UCCIEIOBAHUN C KOHTPOJIEM pe(epeHCHBIM METOJOM HITH
cucTeMaThyeckuii 0030p PaHIOMU3MPOBAHHBIX KIMHMUYECKHX HCCIEIOBAHUN C
NPUMEHEHHEM MeTa-aHan3a

OtnenpHBIE HCCNEAOBAaHUS C KOHTpOJIEM pedEepeHCHBIM METOJOM WU OTHEIbHBIC
PaHIOMHU3UPOBAHHBIC KIMHUYECKHE HWCCIEAOBAaHUS W CHUCTEMAaTHUYECKHE OO030PBI
WCCIEAOBaHUN  JIOOOTO  nM3aiiHa, 3a  HMCKIIOYEHHWEM  PaHJAOMH3WPOBAHHBIX
KIIMHAYECKUX UCCIICIOBAaHUH, C MPUMEHECHHUEM METa-aHaIn3a

HccnenoBanust 0e3 MOCIEIOBATENBHOTO KOHTPOJIA pPe(PEepeHCHBIM METOIOM HIIU
UCCIIeIOBAaHUS C pe(EepeHCHBIM METOJIOM, HE SIBISIOUIMMCS HE3aBUCHUMBIM OT
HCCIEAYEMOr0 METOIa MJIM HEPAHIOMU3UPOBAHHBIC CPABHUTEIIBLHBIC UCCIICIOBAHMUS, B
TOM 4HCJIE KOTOPTHBIE UCCIICIOBAHNS

HeCpaBHI/ITeHBHBIC HCCIICA0BAaHNUA, OIIMCAHUE KIIMHUYCCKOTO ClIy4das

Hmeercst aump 000CHOBaHNE MEXaHU3Ma ,Z[CI\/'ICTBI/IH WM MHCHHE SKCIIEPTOB

Ta6auna 2. [llkana oueHKH ypoBHEH TocToBepHOCTH fokazarenbetTs (Y 1) st metonoB

NpOoQHIAKTUKY, JICUSHUS U peadmnuTtaiyu (IpoQpuiIakTHIEeCKUX, Je4eOHBIX, peaOMInTaIllHOHHBIX

BMEIIIATEIIHCTB)
Y11 PacmudpoBka

1 Cucremarnueckuii 0630p PKU ¢ mpuMeHneHneM MeTa-aHann3a

2 Otnensubie PKM u cuctemaruueckue 0030pbI HCCIENOBAHHMA JTIOOOTO [U3aifHa, 3a
uckimouenneM PKU, ¢ npumenennem mera-aHanusa

3 HepangomusupoBaHHbIE  CpaBHUTENbHBIE  MCCIEIOBAaHUSA, B T.4. KOTOPTHBIC
HCCIICIOBaHUS

4 HecpaBuutenbHble UCCIEI0BAHMS, ONTMCAHNUE KIIMHUYECKOTO Cy4as UIU CEPUU CITy4aeB,
WCCIICIOBAHUS «CITYy4aii-KOHTPOJIbY

5 Hmeercst numb 000CHOBAaHHWE MEXaHHM3Ma JICHCTBHS BMEIIATEILCTBA (IOKIMHUYCCKUC

MCCJIEIOBAHMSI) MJIM MHEHHE YKCIIEPTOB

Taoéauna 3. I[llkana omeHku ypoBHeW yOeauTenbHOCTH pekomeHnammii (YYP) mns

METOJOB TPO(WIAKTUKH, JIHATHOCTUKH, JICUCHUS U peadwmranuu (TIpoHIaKTHISCKUX,

JTUArHOCTHYECKHX, JICYEOHBIX, peaOMINTAIIMOHHBIX BMEIIATEIIHCTB)

YYP Pacuugposka

A

CunbHast pexoMmeHaamnus (Bce paccMarpuBaeMble KpuTepud 3(PQPeKTUBHOCTH
(I/ICXOHBI) SABJIIAOTCA BaXXHBIMHM, BCC HCCICAOBAHMA HMMCHT BBICOKOC HWIHN
VIIOBJIETBOPUTEIFHOE  METOMOJIOTHYECKOE  KayecTBO, WX  BBIBOABI IO
HHTCPCCYIOIINUM HUCXOJaM SABJIAOTCA COFJ'IaCOBaHHI:IMI/I)

B YcnoBHas pekoMeHanus (He Bce paccMaTpuBaeMble KpuUTepun 3G (HEKTHUBHOCTH
(I/ICXOHBI) SABJIAOTCA BaXHBIMHU, HC BCC HCCICAOBAaHHA HMCHOT BBICOKOC HIIN
VIOBJICTBOPUTEIILHOE METOJIOJIOTHYECKOS KAadeCTBO W/WIM WX BBIBOJBI TI0
I/IHTepCCYIOH_II/IM HUCXO0aM HE SIBJIAKOTCSA COI‘HaCOBaHHbIMI/I)

C Cnabas pexkomeHaamus (OTCYTCTBUE T0KA3aTEILCTB HAJISKAIIETO KauecTBa (Bce

paccMaTpuBaeMble KpUTEpHH YPPEKTUBHOCTU (MCXO/IbI) SABISIOTCS HEBaKHBIMU,
BCE MCCIIEIOBAHMS MMEIOT HU3KOE METO0JIOTHUECKOE Ka4eCTBO U UX BBIBOJIBI IO
MHTEPECYIOMIMM UCX0/IaM He SIBJISIFOTCS COTJIACOBAHHBIMH)

IHopsinok 00HOBJIEHUS KIMHUYECKUX PEKOMEHIAH.
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Mexanu3smM  OOHOBJIEHHS ~ KIMHHYECKMX  PEKOMEHJAlUMWi  MpeaycMaTpuBaeT  UX

CUCTCMATHUUYCCKYIO aKTyaJIn3alluio — HC PCIKEC YCM OJJMH pa3 B TpHU roaa, a TakKiKe MpUu MOABJICHUN
HOBBIX JAaHHBIX C IIO3HMIHNH HOKaSaTeHBHOﬁ MCIUIIMHBI 11O BOIpOCaM AJHUATrHOCTHUKHU, JICUCHUA,

3a00JIeBaHMl, HaIMYUUM OOOCHOBAHHBIX

npoPUIAKTUKK W peabWIUTallMd  KOHKPETHBIX

JIOTIOJTHEeHUI/3aMeuaHui K paHee yrBepkaeuubM KP, Ho He vame 1 pasza B 6 MecsiieB.

IIpunoxenune A3. CipaBo4Hble MaTePHAJIbI, BKIKYas COOTBETCTBUE

NMOKA3aHUI K NPUMEHEHUI0 U MPOTHUBOMOKA3AHNM, CIIOCO00B

INPHUMCHCHHUSA U 103 JCKAPCTBCHHLIX IIPE€NapaTroB, MHCTPYKIHUHU 110

NPUMEHEHHUIO JIEKAPCTBEHHOI'0 Npenapara
Taoauna 1 JleueHne HCTHHHOI MOJUIIUTEMHUH

IlepBas nuHuA Tepanuu

#urepdepon anba-2b**

ITo 1-5 mnu ME 3-5 pa3 B
HEJICITI0, TI0IKOKHOE
BBEJ/ICHHE JIEKAPCTBEHHOTO
npenapara [1, 2, 5, 37, 54,
58-61, 138]

#IIbruarepdepon anbha-
2b k3

0,5 mxe/ke 1 paz 6 neoernio,
nooxooicro [58, 60, 138]

['unpoxcuxapOamm **

JledeHne HaUMHAIOT C
CyTO4YHOM 110361 15-20
Mr/kr. JI03y ycTaHaBIMBAIOT
WHIUBUIYAIEHO, CTPEMSICH
MoI/IepKaTh TEMATOKPUT
Hrke 45 %, a KOJIU4eCcTBO
TPOMOOITUTOB — HIKE
400x109 /n. Y
OOJIBIIIMHCTBA MAIlUCHTOB
ylaercsi AOCTUTHYTh 3TUX
MoKa3aTelieii, MOCTOSHHO
PUMCHSIS
TUAPOKCUKapOamMua** B
cyTtouyHoi n1o3e ot 500
mr/cytku 10 1000 mr/cyTkmu.
Jleyenue npogoiKaroT 10
TeX TIOp, TIOKa COXPaHIETCS
BO3MOXKHOCTb aJICKBATHO
KOHTPOJINPOBATh
KOJINYECTBO TPOMOOITUTOB
W/WTH JICHKOITUTOB HITH JIO
MOSIBJICHUS PE3UCTEHTHOCTH
WM HETIEPEHOCHMOCTH
npenapara [1, 2, 5, 37, 54,
58-61, 138]
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Henepenocumocts nim
PE3UCTEHTHOCTh
THIpOKCUKapbamuga™ ™

Pykcomutunu6 **

ITo 10 mr 2 pa3a B aens [ 1,
2,5,37, 54, 58-61]

Bo3zpact > 70 ner

bycynbdan ** (mabremxu)

ITo 4-6 Mr o cymmapHoi
no3upoBku 200 mr [63].

Ta6anna 2 CHuKeHHMe 103bl PYKCOJIUTHHHOA** y NANMEHTOB ¢ HCTHHHOH MOJIMIHMTEeMHUeH

Konuenrpanus remMorioouHa u/unu

KOJIMYECTBO TPOMOOIIMTOB

Pexomennyemas noza

Konnentpanuss remornobuna >120 t/n u
KOJIMYECTBO TpoMOOIMTOB > 100X 10° /i

Koppekuun 10361 HE TpeOyeTcs

Konnenrpanus remornobuna 100 - <120 r/mu
KOJIMYECTBO TPOMOOIHUTOB 75 - <100x10°/1

Crnenyer paccMoTpeTh BO3MOKHOCTb
CHIDKEHMsI JI03bl TperapaTta, BO H30exaHue
NPUOCTAHOBJICHUSI ~ TEpaluu  BCIEICTBHE
pa3BUBLICHCS aHEMUHU M TPOMOOIIMTOIICHUU.

Konnenrpanus remorino6una 80 - <100 r/n
N1  xomuyectBo TpomOomutoB 50 -
<75%10%/n

CHukeHue 1036l Ha S MT 2 pa3a B JICHb.

V¥ nanueHToB, MpUHUMAOUMX 5 Mr 2 pas3a B
JI€Hb, PEKOMEHJOBAHO CHIKEHHUE O3Bl 10 5
Mr 1 pa3 B IEHb.

Konnenrpanus remornoouna <80 r/n UJIN
KOJMYeCTBO TpoMOonuToB <50%10°/1

[TprocTaHoBNEeHUE TPUMEHEHUS

Tab6amnna 3 Jledenne 3cceHIMAIBLHOI TPOMOOIIUTEMHH

#urepdepon ansda-2b **

HavaJbHas go3a 1-3 MiH
ME noakosxHo 3 pa3a B
HEIESIIO C BO3MOXKHOM
Koppekimen 10361 10 3-10
miH ME Ha BBeneHue B
JIPOOHBIX J103aX, PEKUM
BBEJICHHUA TaK)Ke
BBIOMpAaeTCA
WHAUBUAYAIBHO C YI€TOM
MEePEHOCHUMOCTH
(exeHEBHO, Yepe3 JICHb,
MSATH THEW B HEJIEJIIO U TIP.)
[138]]

[TepBast nuuus Tepanuu
2b sksk

#II>ruarepdepon anbda-

45-90 mxr/men [51, 58, 60,
71,78, 81]

I'anpoxcukapbamug **

HauanpHas cyrouHas go3a
TUAPOKCUKapOaMuIa
cocraBigeT 15 mr/kr, 3atem
703y TTOIOUPAIOT TaK, YTOOBI
MOJIICPYKUBATH KOJIMYECTBO
TPOMOOIIMTOB HAa YPOBHE
mxe 600x109 /i1, He
MPUBOIS TIPU ITOM K
YMCHBIIICHUIO YUCIIa
JIeHKoIUTOB HIKe 4x109 /1.
Jleuenue npoomKaroT 10
TeX MOp, TOKA COXPAHSIETCS
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BO3MOXHOCTH aJICKBATHO
KOHTPOJIUPOBATH
KOJINYECTBO TPOMOOIITOB
W/WITH JTEHKOIUTOB HITH JI0
HOSIBIICHHUS PE3UCTEHTHOCTH
WITH HENIEPEHOCHMOCTH
npenapara [1, 2, 5, 37, 54,
58, 60, 61, 138].

Henepenocumocts v
PE3UCTEHTHOCTh NEPBON JIMHUU
Tepanuu

AHarpenun

HavanpHas no3upoBka 1 mr
B JIEHb C WHIUBUYaJIbHBIM
oI00POM JI0 TOCTHKEHHSI
MHHHMaJIbHON

3¢ deKTHUBHOHN 03I,
CHIDKAIOWIEN WU/WIn

MO AEP)KUBAOLIEN
cojiepaHue TPOMOOITUTOB
menee 600 x 10/,
onTuMalibHO Mexay 150 x
10%/m m 400 x 10%/1 [138].

Bo3zpact > 70 ner

Bycynbdan **

ITo 2-4 Mr o cymmapHoi
no3upoBku 200 mr.

Tabanna 4 HavyaabHasi 1032 pyKCOJTUTHHHOA™* IPH JTedyeHNH Mue10(pudpo3a

KonngectBo TpoMOOIIMTOB

Jlo3a pykcomutuanba™*

>200-10%/n

no 20 mr 2 pa3a B JIeHb

100-200-10°/n

no 15 mr 2 pa3a B 1eHb

50-100-10%/n

1o 5 Mr 2 pasa B JIeHb

Tadauna S. Be100op 103UPOBKH PyKCOT

UTHHHOA** IPH BO300OHOBJICHUH TepPanMu.

KonnyectBo TpoMOOIIMTOB

Jlo3a rpemapara rmpu BO30OHOBJICHUH TepaIHU

125%x10°/1 u Gosee

20 mr 2 pasa B JIeHb

100 — menee 125%10%/n

15 mr 2 pa3a B 1eHb

75 — menee 100x10° /i

10 mr 2 pa3a B JeHb B TE€UEHHUE 2 HENEIb
MUHMMYM;  Jajee, IpU  COXPaHEHHH
KOJIMYECTBA TPOMOOIIUTOB, BO3MOYHO
yBenn4ueHue 10 15 mr 2 pasza B 1€Hb

50 — menee 75%10° /n

5 Mr 2 paza B JIeHb B TE€UE€HUE 2 HEJIEINb
MUHHUMYM; naiee, npu COXpaHEHUU
KOJINYECTBA TPOMOOIIUTOB, BO3MOJKHO
yBennuenue 10 10 mr 2 pasa B 1€Hb

menee 50%10°/11 1 reMopparuueckuii CHHAPOM

IIpuocranoBieHrE IPUMEHEHUS

Taoauna 6 /{lo3a npenapara pyKCOJUTHHUO** MPHU CHUKEHUU YUCJIA TPOMOOLUTOB.

Jlo3a, mpuMeHsiemMast 10 CHUYKEHUS] KOJINYecTBa TPOMOOIIUTOB
Tpombor | 25Mr2 pa3aB |20mr2pazaB | 15mr2pazaB | 10 Mmr2pa3zaB | 5 Mr 2 paza B
UTBI JCHb JCHb JE€Hb JCHb JCHb
Koppekuus Koppekuus Koppekus Koppekuus Koppekuus
J103bl J103bl J103Bbl JT03bI JT03bI

93




MCHEC
125x10%/
J1

100 -

20 mr 2 pa3a B
JIeHb

bes
N3MEHEHUHN

15 mr 2 pa3a B
JIeHb

bes
U3MEHEHUN

bes
U3MEHEHUN

MEHEE
100x10°
/n

75 -

10 mr 2 pa3a B
JIeHb

10 mr 2 pa3a B
JIeHb

10 mr 2 pa3za B
JIEHb

bes
U3MEHEHUN

bes
U3MEHEHUN

MCHEC
75%10° /n

50 -

5 mr 2
pasa B JICHb

5 mr 2
pasa B JICHb

5 mr 2
pasa B JICHb

5 mr 2
pasa

bes
U3MEHEHUN

MeHee
50x10°/n
u
remoppar
HYCCKHI
CHHIPOM

ITpuoc
TaHOBJICHUEC

ITpuoc
TAaHOBJICHUEC

[Tpuoc
TaHOBJICHUC

ITpuoc
TaHOBJICHUEC

ITpuoc
TaHOBJICHUEC

Baok-cxema 1.

Ipuioxkenue b. Airopurmsl 1eHCTBUH Bpaya
Ajaroput™M mnoadopa Tepanuu y NANUEHTOB ¢ TMEePBHYHBIM

MHEeJI0(pUOPO30M HU3KOTO PHCKA

—

Haznauenue
Pykconmurnanba**
wiu #UuTtepdepona
anbda-2b** unm
BKJIFOYCHHE B
KIMHAYECKHE
HCCIIeIOBaHUS

Br16op TakTHKH

BEIICHUS

EcTb cuMnToMel
MHTOKCHKALMHU?

HaoOmronenue kaxasle 3-6 MecALEB

WJIN BKIIFOYCHHUEC B KIIMHUYCCKHEC

HCCJIICA0BAaHUA

EcTb cuMnToMBl
MIpOrpeccruu

MIPOBOTUMYIO

IIpogomxuTe

TEpaIuio

Ectb oTBeT Ha
Tepanuio?

3aboneBanusa?

Jleaenue 1o
MIPOTOKOITY
MaIKEHTOB 10
MIPOTOKOITY
MIPOMEXYTOYHOTO- 1,
2 WIIA BBICOKOTO
pucka




Baok-cxema 2. AinroputM nmoadopa Tepanu y NauMeHToB ¢ NepBUYHbIM MuUea10pudpo3om

NMPOMEKYTOYHOro-1 pucka

Br16op TakTHKH
BEJICHUS

EcTb cuMnToMel
MHTOKCHKALMHU?

Hab6uronenne kaxuaple 3-6 MeCSLEB WU
BKJIFOYEHHE B KIIMHUYECKUE MCCIIEIOBAHUS

Pemenue BOIIPOCa O BO3MOXXHOCTHU
TNPOBEACHHNSA TPAHCIUIAHTAIMNU KOCTHOT'O
Mo3ra

EcTb cuMnToMBl
MIporpeccruu |
3a0oeBanusa?

Ectp mn
MPOTUBOIIOKA3aHUS K
TpaHCIUIaHTALU!

HpOBCI[CHI/Ie TpaHCIUIaHTAllUU aJUZIOT€HHOT'O
OHeHKa CHUMIITOMOB HMHTOKCHKaIINH KOCTHOI'O MO3ra

EcTb cuMnToMel
MHTOKCHKALMU?

Haznauenue

Pykcomutnanba**

WJIN BKITIOYEHHE B
KIIMHUYECKHE
MCCIIEIOBaHUS

EcTb oTBeT Ha

Tepanuio?

[Ipo10IKUTH TPOBOIUMYIO Jledenne o MPOTOKOITY MAIIMEHTOB
TEpaIuio 95 MIPOMEKYTOYHOTO-2 U BEICOKOTO
pucka




Biaok-cxema 3. Ajroputm noadopa repanvu y NalMeHTOB ¢ NePBUYHBIM MUeJI0GUOPO30M
NMPOMEKYTOYHOI0-2 U BBICOKOTO PHCKA

Br10op TakTHKH
BEJICHUS

Ectb mu
MIPOTUBOINOKA3aHUS K
TpaHCIUIaHTAU!
KOCTHOI'0 Mo3ra?

OreHka grciia TpOMOOITUTOB B reMoTrpamMme

HpOBeI[eHI/Ie TpaHCIUTaHTallun
KOCTHOT'O MO3ra

TpoMOOTIUTEI
>50TBIC./MKII?

BKIIfOUCHNE NIALMCHTA B KIMHAYECKHE Hazuauenue
HCCIIeI0BaHuUs Pykcomutuamnba™*
WM BKJIIOYCHHUE B
KJIMHUYECKHE
HCCIIeI0BAHMUS
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BJiok-cxema 4. AJIroputM Tepanuu aHeMHYeCKOro CHHApoMa y nauueHTos ¢ [IM®P

Awuardos NMo®
AHemuna

NepenusaHne
3PUTPOLUTHOW B3BECH.
KoHTponb ypoBHA
beppuTUHa. XenaTopHas
Tepanua npu
nosbilweHnn deppuTHa
6onee 1000 mKr/n nan
TpaHcdysum bonee 20
e[, 3pPUTPOLUTHOM
B3BECH.

EcTb noTpe6HocTb B
nepennBaHnK
3PUTPOLUTHOI B3BECH

3pUTPONOITUH

Het
2125 ME/mn

OnpepeneHue
3pUTPONO3TUHA

1°

v
#ap63noaTnH
anbpa**

Anabonuyeckue cTepongbl
/ npegHusonoH

OtBeTyepes 3
mecaua
(remaroxpur 30-
35%, ycTpaHeHue
HeobxogumocTH
nepenMeaHuA
Kpoew)

Hert,

Aa

OTtseTyepesb
MecAues
(rematogpur 30-
35%, ycTpaHeHWe
HeoBxogumoctn
nepenueaHns
KpoEeM)

Het

Mpogonxkute
Tepanuio

KnuHuyeckre uccneposalma.

Mpogonxute
Tepanui

Cnnensktomua
(runepcnnennsm)
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Baok-cxema 5. AJroputm JiedeHus CIVIEHOMeraJum y nanueHTos ¢ [IM®

Aunarnoz Mid

CnneHomeranma

OnpegeneHye rpynnel pucka no 1PSS, DIPSS

EcTe nokazaHMA a2

Het anmno-TICH

ha

KAMHHY ECKMH 3 HANHE K DOBM:

*  ABCONKITHOR YW OO HedTpodunoe 110 fn Mposegenme anno-TICK
*  TpombouWtsl >75x10° n
Ofwee cOCTOAHHE

OTEET HA NPOEOAWMYH TERINWH | M HWK

e wka MmeHT 03-
Ha A TEPaNHA

*  TpomGouwToz
*  He#itponesua
* ECOG:2 *—
OTCYTCTEYET BO3MOMHOLTE
*  PEINCTEHTHOO R HENEPEHOCHMOT
i3 — BIOHATE CTLEH3E TOMMWHY
B8 MHA MEHT O2HOH TEPaMHH

Nyqesan u
TEQANHA
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Biok-cxema 6. AIropuT™ Tepanuu NaMEeHTOB MOJIOOT0 U cpeaHero Bo3pacra ¢ UII

uJT
AwnarHos UM, 2T
Bospact <60 net
MpomeryTOUYHbIA, BLICOKMA PUCK
TpomboTuueckux ocnoxHenunii (Marchioli)
#HHTequlepou #I'IarMHTepcIJeplon
Mapokcukapbamug**
anbpa** anbda-26%* AP P A
\ 'r_,.-l-"'-/
MonHbli / YacTUUHBIA HnMHQKo-remaTonoruuecxuﬁ, MONEKYNAPHbIA Na
oreet UM ctabnnnsauusa yepes b mecaues
U
MonHbIA / YACTUUHBIA KAMHUMKO-TEMATONOTMYECKUIA, MONEKYNAPHBINA,
Het mopdonornueckuin oteet UIU ctabunusauma uepes 12, 24, 48 mecaues
#UnTepdepon anbpa** MpogonxunTb
CmeHa Tepanuu: pdep i BOR
#MarnHTepdepoH anbvda- Tepanuto
26#*
Aa HexenatenbHble
#AHarpenug- — Hes
fAAB/1IeHUA
Mapokcukapbamupg**

Hpuiaoxenue B. Undopmauus 14 nanueHra
Huarao3 Ph-neraruBasix MIIH (UMII, OT, [IM®) ycranaBnuBaeTcs Ha OCHOBAHHH

KIIMHAYECKOW KapTHUHBI W JTaHHBIX KIMHUKO-JTa00paTOPHBIX HCCIICIOBAHUN (COOTBETCTBYIOIINE
W3MEHEHUs epuepruuecKoil KpOBH, THCTOJIOTHUYECKUE MMPU3HAKHA B TPETTAHOOMONTATE KOCTHOTO
MO3ra, MOJIEKYJIIPHO-TEHETUYECKHE MapKephl, WK JPYrue MPU3HAKK KJIOHAJIbHBIX U3MEHEHUN
reMoro33a), TAKXXE BAXKHBIM SBISICTCS HCKIIOYCHHE IPYrHX 3a00JIeBaHWN KaK MPUIUHBI
W3MEHEHUH CUCTEMBbI KPOBH.

ensbto Tepanuu WUITu OT B HacTos1IEE BpeMsI ABISAETCS CAEPAKUBAHUE ITPOIPECCUPOBAHNUS
3a00JieBaHUs, KYHUPOBAaHHUE €r0 CHUMIITOMOB M YIYYIIEHHE Ka4yeCcTBa XKU3HU MaIMeHToB. [lpu
MPAaBWIBHOM TOJXOJA€ K JICUCHUIO U KOHTPOJIE €ro pe3yJbTaTOB MPOJIOHKUTEILHOCTD KU3HU
nanueHToB ¢ UIT u OT He goimkHa oTiauyatbes oT nomynsuuu. Jleuenne [IM® nanpaBieHo Ha
MPOJIICHUE KU3HU U MPEAYNPEKICHUE OCI0KHEHUH, CEPbe3HO YXYIIAIONIUX KauyeCTBO KU3HU
MaICHTOB.

[Tammentsr ¢ MITH HyXpmaroTcs B MOCTOSSHHOM AMHAMHUYECKOM HAOIOJCHUU y Bpada-

reMaToJiora B TeUeHHE Bcell sxu3Hu. YactoTa HabmoneHus Bappupyetcs ot 1 — 1o 3-4 pa3 B rog.
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Tepanus Bcex Ph-neratuBapix MITH ocHoBaHa Ha mpUMEHEHWH PUCK-aIallTUPOBAHHOMN
cTpareruu. Jlis STOM 1€ HAa OCHOBAHWM aHANIM3a JaHHBIX HAOMIOAEHUS 3a OOJBIIUM
KOJINYECTBOM TAlIMEHTOB pa3paboTaHbl MIKaibl mporHo3a Tpom0Oo3oB npu UIl u DT, cucremsl
cTpatuduKauu pucka nporpeccupoBanus npu [IM®. BaxHbIM gBISETCS OlEHKa BO3pacTa U
COMYTCTBYIOIIEH MMaTOJOTUH y MALIMEHTA.

CobmoieHne peKOMEHIAIMi Bpava, BBICOKAS KOMIUIAGHTHOCTH TEpAIlUU IO3BOJISICT
KOHTPOJIMPOBATh 3a00JIeBaHNe, MPEAYNPEKIATh PA3BUTHE OCIOXKHEHHHA. JleueHne manueHToB ¢
Ph-neraruBasiMu MITH MokeT oCyImecTBIATHCS TOIBKO MO HAOIIOICHUEM Bpada-remMaTosiora ¢
MOHUTOPUHIOM €ro pPe3yJbTaTOB B COOTBETCTBUU CO CTaHAAPTHBIMU KPUTEPUSIMHU OLICHKU

OTBCTOB.

Ipuioxkenue I'. IlIkanbl OEeHKH, BONPOCHUKH U APyrue OLeHOYHbIEe
HHCTPYMEHTBI COCTOSIHUA NMALUEHTA, IPUBEACHHbIC B KIMHUYECKUX
PeKOMeHIaAUsAX

Ipunoxenue I'l Onpocaux MITH-10
Hassanue Ha pycckowm s3bike: MITH-10
OpurunanbsHoe Ha3zBaHue (ecau ectb): MPN-10
Hcrounnk (odummanbHBI caT pa3paboTunkoB, myOnaukamus ¢ Banupamueit): Monosa T.U.,
Bunorpanosa O.1O., Eppemosa E.B. u np. Pa3paboTka u pe3ynbraThl anipobanuu pyccKoil Bepcuu
onpocHnka MPNI10 myis OLEGHKHM CHMITOMOB y TAIMEHTOB C MHEIONPoaudepaTUBHBIMU
HOBOOOpPA30BaHMSIMH €  y4eTOM  MEXAYHapoOHBIX  pexkoMmeHmauuid.  Knmnuueckas
onkorematosorus. 2020;13(2):176-84. DOI: 10.21320/2500-2139-2020-13-2-176-184
Tun (moIYepKHYTh):
- IIKaIa OI[CHKU
- UHJCKC
- BOIIPOCHUK
- npyroe (YyTOYHHUTB): OINPOCHUK 10 OLIEHKE BBIPAKEHHOCTH CHUMIITOMOB,
OTIOCPEIOBAaHHBIX 3a00JI€BaHNEM, KOHTPOJTIO 3 3((HEKTUBHOCTHIO MPOBOAMMON TEpPaIUH.
Haznauenue: OueHO4YHbI HHCTPYMEHT.

Conepxanue:
(OtcyrerBrue) 0123456789 10 (MakcumanbHas
Caaboctb CTENEeHb TSXKECTH, KOTopylo Bbl Moxere cebe
IIPEJICTaBUTh)

O06BeanTe OJTHO YKCIIO, KOTOPOE COOTBETCTBYET TOMY, HACKOJIBKO CHIIbHO Bac 6ecriokonnu
KKIBIH N3 HUHKETIEPEUHCIICHHBIX CHMIITOMOB 32 MPONIEIIIYI HeleJI0

Oumymenue ObicTporo HamogHenus | (OrcyrerBue) 0123456789 10 (MakcumanbHas
JKeJyIKa BO BpeMsi eabl (paHHee | CTETIEHb TSKECTH, KOTOpylo Bbl Moxere cebe
HaCBhIIIEHHE) MPEACTaBUTD)

Henpusitubie ourymenusi (OrcyrcrBue) 01234567 89 10 (MakcumanbHas
(muckoM@popT) B KMBOTE

CTETIEHb TSDKECTH, KOTOpylo Bbl Moxere cebe

MpPEACTABUTB)
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BsisiocTh, CHUKEHHE AKTUBHOCTH (OtcyrcrBrue) 0 1234567 89 10 (MakcumainbHasl
CTETIICHb TSDKECTH, KOTOpylo Bbl Moxere cebe

MpPEACTABUTB)

IIpo6saemsl c koHneHTpamuei (OtcyrctBue) 01234567 89 10 (MakcumanbHas

BHUMAHUST — MO0 CpPaBHEHUIO C
CTeNEeHb TSKECTH, KOTOpylo Bbl Moxere cebe
COCTOSIHUEM hi (1 YCTAHOBJIEHHSA
AMArHo3a IPEJICTABUTh)
HouyHnasi noT1MBOCTH (OtcyretBue) 0 1234567 89 10 (MakcumanbHas

CTEMEeHb TSKECTH, KOTOpylo Bbl Moxere cebe

MPEACTABUTH)
Koxnblii 3ya (OtcyrerBue) 0 1234567 89 10 (MakcumainbHasl

CTETEHb TSKECTH, KOTOpylo Bbl Moxkere cebe

Bojb B koctsx (He B cycraBax, He B (OtcyrcrBue) 0123456 7 8 9 10 (MakcumanbHas
MBIIIIAX, 0€3 YeTKOH JIOKAJIU3AIHN)

CTENEeHb TSKECTH, KOTOpylo Bbl Moxere cebe
MpPEACTABUTBH)

(OtcyrerBue) 0123456789 10 (MakcumanbHas
IoBbimenne Temnepatypsl (> 37,8°C) | cTenens TsKecTH, KOTOpylo Bbl Moxere cebe
MPEJICTaBUTh — MOCTOSIHHO, KAXK/IbIN I€Hb)
Henpeanamepennoe camkenne Beca (OrcyrcerBue) 0123456 7 8 9 10 (MakcumanbHas
(Macchl TeJ1a) 3a mocJieqHue 6 mecsileB

CTETEHb TSDHKECTH, KOTOpylo Bbl Moxere cebe

YTOBbI NONTYYNTb YETKYIO OBLLYIO KAPTUHY CBOEIO CAMOYYBCTBMUA, Bbl
MOXETE CINOXWTb BCE BANJbl U PACCUYUTATb OBLUUA PE3YNbTAT.
BCErIoO:

Kurou (uarepnperanms): O6padorka nanusix no onpocanky MITH10 npexnonaraer Bmecre ¢
aHaJIM30M MH(POPMAIIUK O CTETICHH TSKECTH Kakoro u3 10 cumnromoB mo 10-0aympHOM mIkase
pacder o0miero pe3yiabTaTa OINEHKM CUMIITOMOB B BHJE CPEAHETO Oalljia BHIPAXKEHHOCTH BCEX
CUMIOTOMOB, YMHOXEHHOTo Ha 10 (mpW ycjIoBHM, YTO MALMEHT OTBETHJ KaKk MUHUMYM Ha 6
BorpocoB u3 10). J/lnana3on 3HaueHuit o0mIero pe3ynpraTa oueHKH cuMntTomMoB — ot 0 10 100
(dueM BbIIIIE O6aT, TEM OOJIBIIIE OOIIAs CTETICHD TSHKECTH BCEX CUMITTOMOB).

[MosicHenust (pu HEOOXOAMMOCTH): 3amoOMHUTE OJaHK HIKE, 4YTOOBI OIICHHUTh TSIKECTh
cuMntoMoB 3abosieBanusi. Cummnrom: ot 0 1o 10 6aymos, rae 0 — orcyrcrBue, 10 — MakcumanbHas
CTENEHb TSHKECTH, KOTopylo Bbl Moxkere cebe mpenctaButh. Ouenure ciaabocTh (ycTanaocTb,
YTOMJIIEMOCTD), 00BES OHO YHCI0, KoTopoe HanOosee cootBeTcTByeT MAKCUMAJIBHOMY
YPOBHIO €J1a00CTH 3a nociennue 24 yaca.

IIpunoxenue I'2 IIporuocTuyeckuii HHAEKC PUCKA PAa3BUTHS

TpomoOo30B npu UII
Ha3Banue Ha pycckoMm si3pike: [IpOTHOCTHYECKMI WHACKC PUCKA PA3BUTHUS TPOMOO30B IpHU
UCTUHHOM NOJUIIUTEMHUH
OpurnHanbHOE Ha3BaHUE (€CJIM €CTh): HET
Uctounuk  (oduumanbHpiid  caldT  pa3paOOTYMKOB,  MyONUKAIMs €  Baduaanuei):
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Marchioli R, Finazzi G, Landolfi R, et al. Vascular and neoplastic risk in a large cohort of patients
with polycythemia vera. J Clin Oncol. 2005;23(10):2224-2232

Tun (moT4epKHYTh):

- IIKaIa OI[CHKU

- HHJICKC

- BOTIPOCHUK

- Apyroe (YTOYHHTB):
- Haznauenue: OnieHO4HbI HHCTPYMEHT.

ConepxaHue:
dakTopsbI Puck Tpomobo3oB
Bospact < 65 net, HeT TpoM0030B B aHAMHE3e Huzknii
Bospact > 65 net, HET TpoMOO30B B aHAMHE3E [TpoMexyTOUHBII
NJIN Bo3pact < 65 net, TpOMOO3bI B aHAMHE3€e
Bo3spact > 65 net, TpoM003bI B aHAMHE3E Bricokuit

Kntou (uHTepnperanus): yacrora TpoMO030B y OOJBHBIX I'PYIIIBI HU3KOI'O PUCKA COCTABIISET
2,5%, rpymibsl IpOMeKyTOYHOTO pucka — 5%, Beicokoro pucka — 10,9% B rox

[TosicHeHus Bce MAIlMEHThI C UICTUHHOM MOJIMIIUTEMHUEH TOJKHBI OBITh OTHECEHBI B TPYIITY PHCKa
C LIETIbIO ONPEJENICHHS] TePaleBTHUECKON TaKTUKU

Ipuaoxenue I'3 Unaekc oueHKH 0011eil BLIZKHBAEMOCTH

0oabHbIX UIT
HasBanwue Ha pycckom si3bike: MHAEKC olleHKH 0011l BbhKUBaeMocTr 00mbHBIX UTT
OpurnHanbHOE Ha3BaHUE (€CJIM €CTh): HET
Hctounuk (opuumanbHbIi callT pazpaboTunkoB, myonukanus ¢ Banmuaanuei): Tefferi A, Rumi
E, Finazzi G, Gisslinger H, Vannucchi AM, Rodeghiero F, et al. Survival and prognosis among
1545 patients with contemporary polycythemia vera: an international study.
Leukemia. 2013;27(9):1874-81. doi: 10.1038/leu.2013.163.
Tun (MOIYEepKHYTH):
- IIKaIa OIIeHKU

- UHICKC
- BOIIPOCHUK
- Opyroe (YTOYHHTH):
- Hasznauenne: O1ieHOYHBI HHCTPYMEHT.
Cojepxanue:
Kpurepunit [IporaocTuyeckoe 3HaUYCHUE
BO3pacT > 67 jer 5 6amnoB
BO3pact 57-66 ner 2 Gamna
netikormThl >15 x 10%/n 1 Oamn
BEHO3HBIE TPOMOO3BI 1 Gamn

Kitou (unrepriperanus): 1o cymme 6annog ce nayuenmol pazoeieHsl 8 3 epynnvl. HU3KUU
puck (0 6annos), npomedscymounsviti puck (1 ww 2 6anna), evicoxuti puck (>3 6anna). Meswcoy

cpynnamu 8blAGJ1EHbL PA3IUYUA 6 6bIIICUBAEMOCU. Meouana 061/1/;61/7 sblorcusaemocmu cocmaeuia
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27,8 nem ona nayuenmos Huskou epynnwl pucka, 18,9 nem — npomescymounoti u 10,7 nem —

8bICOKOT.

IIpunoxenue I'4 MexayHapoIHbIi NIPOTHOCTHYECKU I MHAEKC PUCKA
Pa3BUTHS apTepUAIBbHBIX TPoM0030B BO3 npu 3cceHumnanbHoOM

TpoMmOouuTemun (IPSET-thrombosis)
HaszBanue Ha pycckoM si3bIke: MexXayHapOIHbINA MPOrHOCTUYECKUN HHAEKC PUCKA
pa3BUTHUS apTepUATBHBIX TpPOoMO030B BO3 mipu scceHaibHO# TpoMOoIuTeMUn
OpurunanpHoe Ha3BaHue (eciu ecthb): (IPSET-thrombosis)
Hctounuk (opunmanbHbI CalT pa3pabOTUYMKOB, MyOJUKALUS C BaIWAALUEH):
Barbui T, Vannucchi AM, Buxhofer-Ausch V, De Stefano V, Betti S, Rambaldi
A,Rumi E, Practice-relevant revision of IPSET-  thrombosis based on
1019 patients with  WHO-definedessential thrombocythemia. Blood Cancer
J. 2015;5:e369. doi: 10.1038/bcj.2015.94.
Tun (mo4epKHYTH):
- IIIKaJia OLICHKH

- HHIEKC
- BOIIPOCHHUK

- napyroe (yTOYHHTH):
- Haznauenue: O1IeHOYHBII UHCTPYMEHT.

ConeprxaHue:
IIporaoctuyeckoe
Kpurepuii 3HAYCHHE
Bospact 6oinee 60 ner 1 Gamn
TpoMOO03bI B aHAMHE3E 2 Gamna
@akTOpbl pUCKAa CEpACYHO-COCYIUCTBIX 3a00JeBaHUI | Gaw
(caxapHbIii 1uabeT, apTepuaabHas TUIEPTCH3Us, KypeHHE)
JAK2V617F 2 Oamnna

Kitou (nHTepnpeTanys): HalueHT MOXeT ObITh OTHECeH B rpynmy Huskuii puck npu Hammauu 0
i 1 Gasta, B Tpyny MpOMEXyTOYHBIN PUCK - 2 6aiia, BRICOKHIM pUCK - 3 1 O6ojee 6aioB

I[Mpuioxenue I'S MexkayHapoaHbIi HHAECKC OLIEHKH NPOTHO3a NPHU

IIM® (International Prognostic Scoring System, IPSS)
Hassanue Ha pycckoMm si3bIke: MexIyHapOHBIM UHAECKC OLICHKU ITporHo3a mnpu [IM®
OpurnHanpHOE Ha3BaHue (ecyu ecTh): International Prognostic Scoring System, IPSS
HcTtounuk (opuuuanbHbli callT pa3paboTunkoB, myonukanus ¢ Banuaanuei): Cervantes F. New
prognostic scoring system for primary myelofibrosis based on a study of the International Working
Group for Myelofibrosis Research and Treatment. Blood. 2009. 113(13). 2895-901.
Tun (moT4epKHyTh):
- IIKaJIa OLCHKH

- MHACKC
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- BOIIPOCHUK

- Apyroe (YTOYHHTB):
- Ha3nauenue: OnieHO4HbBI HHCTPYMEHT.

ConeprxaHue:
KonudaectBo 6amioB o cucreme
[Tpusnak
cTpaTudUKAIIIU PUCKa
Bospact Goiee 65 ner 1
Yposenb remorioduna meaee 100r/n 1
YpoBens neiikoruTos 6onee 25x10°/1 1
bnacts! B nepudepuueckoii kposu >1% 1
Hanuuue CUMIITOMOB OMyXO0JIEBOU 1
WHTOKCUKAIIUU

Kitou (uaTepnperarus):
0 GayoB - HU3KUN PUCK;
1 6anmn — mpoMeXXyTOUHBIH-1 PHUCK;
2 Gamina — MPOMEXKYTOYHBIN-2 PUCK;

3 Gayuta unu 6oJiee — BBICOKHM PUCK.

Hpunoxenue I'6 Me:kayHAPOAHbIN HHAECKC OLEHKH MPOTrHO3a NP
IIM® B nuaamuke. Dynamic International Prognostic Scoring System

(DIPSS)

HasBanue Ha pycckoMm s3bike: MeKIyHapOAHBIM UHACKC OLICHKU IIPOTHO3a IIPU
IIM® B nuHamMuke

OpurnnanbHoe Ha3BaHue (ecau ecTh): Dynamic International Prognostic Scoring
System, DIPSS

Hctounuk (opunmanbHbI cCalT pa3pabOTUYMKOB, MyOJUKALUS C BaWAALUEH):
Gangat N., Caramazza D., Vaidya R. et al. DIPSS Plus: A Refined Dynamic
International Prognostic Scoring System for Primary Myelofibrosis That
Incorporates Prognostic Information From Karyotype, Platelet Count, and
Transfusion Status. Journal of Clinical Oncology. 2011. 29(4). 392-7.

Tun (mo4epKHYTH):

- [IKaJIa OLEHKHU

- HHJIEKC
- BOIIPOCHHUK

- napyroe (yTOYHHTH):
- Haznauenue: O1IeHOYHBII UHCTPYMEHT.
ConeprkaHue:

KonunuectBo 6aiu1oB 1o cucreme

[Tpusnak
cTpaTudUKaAIIIU PUCKa
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Bo3spact 6omee 65 net 1

YpoBenb remoriioonna mexee 100r/mn 2
YpoBeHb neiikoruTos 6onee 25x10%/1 1
Bbnactel B nepudepuueckoit > 1% 1

Hammune cuMnTomMoB omyxoseBou
MHTOKCUKAIIUU

Kittou (uHTEpnperanus):
0 6anoB - HU3KUI PUCK;
1 - 2 Gamna — MPOMEXKYTOUHBIN- 1 ;
3 - 4 Ganna — NPOMEXYTOUYHBIH-2;

5 - 6 6a/mtoB UK OoJIee — BRICOKHM PUCK.

Ipuioxenue I'7 MexayHapoaAHbIA HHAEKC OLIEHKH NPOrHO3a NPHU
IIM® B nnraamuke mwiroc (Dynamic International Prognostic Scoring

System+, DIPSS+)
Haszeanue Ha pycckoMm si3bike: MexIyHapOAHbIN MHIEKC OIIEHKH MPOTrHO3a MpHU
IIM® B nuHaMUKe IUIFOC
OpurnnanpHOe HazBaHue (eciu ecTh): (Dynamic International Prognostic Scoring
System+, DIPSS+
Hcrounnk (opunUambHBIl CalT pa3pabOTUYUKOB, MyOTUKAITUS C BaJHMIAIMCH):
Gangat N., Caramazza D., Vaidya R. et al. DIPSS Plus: A Refined Dynamic
International Prognostic Scoring System for Primary Myelofibrosis That
Incorporates Prognostic Information From Karyotype, Platelet Count, and
Transfusion Status. Journal of Clinical Oncology. 2011. 29(4). 392-7.
Tun (moIYepKHYTh):
- IIKaJia OLIEHKH

- HHJEKC
- BOIIPOCHUK

- zpyroe (yTO4HHTb):
- Hasznauenne: OuleHOYHBI HHCTPYMEHT.

Cojepxanue:
 — KonuuecTtBo 6anioB no
P cucTeMe CTpaTU(UKAIIH PHCKa
Bo3spacr 6omee 65 net 1
VYposens remornoduna mexee 100r/n 1
YpoBeHb neiikoruTos 6onee 25x10%/1 1
Bbnactel B nepudepuueckoii kposu >1% 1
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Hanvune cuMnTOMOB OITyX0JI€BOM HHTOKCHUKALIMKI 1

Tpom6GoruTsr <100x10°/1

HeobxoaumMocTh nepennBanus 3pUTPOIIMTOB 1

HeGmaronpustaeiii kapuotun: +8,-7/7q-, (17q),
inv(3), -5/5q-, 12p-, nmepectpoiiku 11q23

Kitou (naTepnperarus):

0 GasoB - HU3KUI PUCK

1 6anmn — mpoMeXXyTOUHBIH- |

2 - 3 6amna — MpOMEXKYTOYHBIN-2

4 Ganna unu 60s1ee — BBICOKUI pUCK

Ipunoxenue I'S. Kpurepuu KIMHUKO-ITeMaTOJOTHY€CKOT0 0TBETA MPH

Jeuenuun UIL

OtBer Kputepuu orsera npu UIIT
1. 'ematokput <45% 6€3 KpOBONyCKaHU
. 2. Tpom6ouuTsr <400 x 10° /n
TTonnbIi OTBET

(otBer B TeueHue 12
HEJIeIIb)

3. Jleitkomuts <10 x 10° /n
4. HopmansHbie pasmepsl cenesenku (Y3U/KT/MPT)
5. Her cumnTomoB 3a0osieBaHusi  (MHUKPOCOCYIUCTHIC

HapyIIeHUs, 3y]l, TOJIOBHAsL OOJIb)

KoncTaTauus moyiHOM peMUCCHU BO3MOYKHA TOJBKO MPHU HATMYHUH BCEX 5 KPUTEPUEB

YacTHYHBIA OTBET
(otBer B TeueHue 12
HEJeITh)

1 I'ematokput <45% 6e3 KpoBOMyCKaHH
NI

2 OTBET MO BCEM JIPYTUM KPUTEPUSIM

HeTt otBeTa

JItoOo#i OTBET, KOTOPBIM HE YAOBIETBOPSET KPUTEPHUSIM

HaCTUYHOI'O OTBCTA

Ipunoxenue I'9. Ounenka MmosiekyJasspHoro orpeta npu jgedenun UMl u 9T

Twum orBeTa

Ornpenenenue

[TonHbBIH OTBET

CHmKeHHe aJuIeTbHOW HAarpy3KH MOJISKYJISIPHOTO MapKepa
(JAK2V617F n nip.) 10 ypOBHS, HE TIOAIOMIETOCS
OTIpEICIICHUIO

YacTHuHEIN OTBET. MOXKET
HpI/IMeHSITI:CH TOJIBKO IJIsA

MAIMEHTOB C YPOBHEM aJlIeNIbHOM

Harpysku > 10 % npu

IICPBOHAYAaJIbHOM HUCCIICJOBAHUU

CHuxkenne > 50 % oT ypoBHS IIpH IEPBOHAYATBHOM
MCCIIEIOBAaHUH Y TAIIMEHTOB C YPOBHEM aJlIEIbHON HArpy3KU
< 50 % npu nepBOHAYAITBHOM HCCIIEJOBAHUN WU CHUKECHUE
> 25 % OT ypOBHs IIpY IEPBOHAYAIBHOM HCCIIEA0OBAHUU Y
[AI[MEHTOB C YPOBHEM aJUIENIbHOM Harpy3ku > 50 % mpu
[epBOHAYAILHOM HCCIIEOBAHUN

OTtcyTcTBHE OTBETA

JIt000i1 OTBET, HE COOTBETCTBYIOIIUI TTOJTHOMY HITH
JACTUYHOMY OTBETY
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IIpunoxenue I'10 Kpurepnu KIMHUKO-reMaToJI0TH4€CKOr0 0TBETA NPH

Jeyenuu DT

OTBeT

Kpurtepun orBeTa

[TonHBIN OTBET (COXpaHEHUE OTBETA

B TeueHHE 12 Helelb)

1 Tpom6omuTs! <400 x 10° /n

2 Her

CHMIITOMOB,

OINIOCPEI0OBAaHHBIX
(MHKpOCOCYAHCTBIEC HAPYIIICHHUS, 3Y]l, TOJIOBHAs OOJIb)

3 HopmanwHbie pa3zmeps! cenezenku (Y3U/KT/MPT)
4 JleiikommTer <10 x 10° /n

3a00J1€eBaHUEM

KoHcTaTanust moHoN peMUCCUU BO3MOKHA TOJIBKO MPU HAIMYUH BCEX KPUTEPUEB

YJacTUYHBI OTBET

(coxpaneHue
OTBETa B T€UCHHE 12 HEIeIb)

[TarueHThl, KTO HE COOTBETCTBYET KPHUTEPHSIM ITOJHOTO
OTBETA
TpomOoruTer <600 X 10° /n wnu cHmxenue 6onee 50% ot
HMCXOTHOTO YPOBHS

Het otBeTa

Jlt060i1 OTBET, KOTOpBIA HE YIOBIETBOPSIET KPHUTEPHIM
JaCTUYHOI'O OTBETA

IIpunoxenue I'11 Kpurepnu KIMHUKO-reMaToJI0ITMY€CKOr0 0TBETA NIPH

Jedyennu [IM® (IIM®, noct-UII M®D, noct-2T MD)

Kpurepnii [lonHbINM OTBET HacTu4uHBIN OTBET [Iporpeccus
CuMIITOMBI OtcyTcTBUE
[losiBIeHUE CUMITTOMOB
WHTOKCUKAIIUU CUMIITOMOB
YMenbleHne VYBenuueHue
pa3MepoB cene3eHku >50%|pa3mepon CeJIe3EHKH
mpu  pasmepax <10 cMP>50% mpu pasmepax <10
HIDKE peOepHOM U WINCM HUXe peOepHOit u
Cenesenka |He manpnupyercs peoep AT pebep A
CHIDKEHUE pa3MepoB|IIIn yBEJINYCHHE
cenezeHkn  >30%  mpulpazmMepoB CEJIe3EHKH
pa3mepax >10 cm Hmxe>30% npu pasmepax >10
pebepHoil nyru CM HUXe peOepHOM TyTrH
CHuxeHue
Hb>20r/n WJIn
BO3HUKHOBEHHE
>120 IRIE: YBenuueHue ABHCHMOCTI o1
MaIeHTOB colHb>20r/n, no <120r/n pH| e (y3uii
CTaOUITBLHBIM OTCYTCTBHH 33aBHCHMOCTH p 4
['emornoOun . Nnu noBblieHUE
Hb>110 r/m  Helor  TpaHchy3uit  uiau o
norpebHoctn  >50% B
HYKIAFOIIIXCS B[CHIDKEHUE  TOTPEOHOCTH
o TpaHcy3usIx in b
remoTpaHc@y3usix [>50% B TpaHchy3uUAX
MAIUEeHTOB,
HYKIAIOIXCS B
reMoTpaHcy3usax
Camxkenne >50%
[ToBbI1IEHNE
0e3 HOpMaiIu3aluu MpH N HODMEL —
Jetixomutsr |4 — 10 x 10°/1 neiixomuTo3e >20 x 10%/n p
CHIDKEHUE HUXXE HOPMBI,
W HOBBIIICHAC o o osanHoe ¢ Tepanueit
Gonee uem Ha 1 x 10°/11 Ge3 P
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HOpMaJIN3aIluu
neiikomennn <4 x 10%/1

npu

CHu

0e3 HOpMalIHM3allMd TPH

xkeane >50%

TpombonuTose >800x10%/1 [ToBbITICHHE
TpOM60HI/ITBI 150 — 450 x 109/J'I I;IHI/I IIOBBIIIICHUC|BBIIIIC HOPMBI NN

>50x10°/n O€3|CHIDKCHHE HUXE HOPMBI,

HOpMaJIN3aIluu NpUHE CBSI3aHHOE C Tepanuein

TPOMOOIIUTONICHUN

<100x10%/n

IIpunoxenue I'12 Yacrora IMHAMHYECKOr0 00C/IeJ0BAHUS AIHEHTOB €

Muea0npou¢epaTUBHBIMU 3200/1eBAHUAMM (MCTHHHAS MOJUIUTEMHUS,

JCCEHIHAIBbHAS TPOMOOMTEMHSs1, IEePBUYHBII MHUe10(pudpo3)

lccnenoBanue

HepI/IO,Z[I/I‘-IHOCTL MOHUTOPHHTA

COop anamHe3a 1 xano0 pu 3a00JIEBaHUSIX OPTAHOB
KPOBETBOPEHUS 1 KPOBU

[Ipu nepBryHOM OOpallleHNH NaleHTa

BusyalbHbli OCMOTp TEpaleBTUYECKUM, IaJIbIIALUs
TeparneBTHYECKasd, ayCKYJIbTalUsl TEPANICBTHIECKAs

[Tpu kax10M 0OpaIeHUH

Onpocuuk MITH10

E>xeHenenbHO (MAllMEHT 3aIOJIHSIET
OMPOCHUK CAMOCTOSITEIHHO)

OOmuit (KTMHUYECKUI) aHaTu3 KPOBH (C

i PepeHIMATBHBIM TTOICUETOM KJIETOK KPOBH,
nccienoBaHreM Mopdoioruu, onpenenenueMm COD),
MPOCMOTP Ma3Ka KPOBH JIJIsl aHAIM3a aHOMaJTHI
MOP(}OIOTHH SPUTPOIIUTOB, TPOMOOIIUTOB U
NIEHKOLINTOB

Ha MOMEHT yCTaHOBJICHHS JTUarHO3a,
3aTeM He pexe | paza B Tpu Mecsia uiu
Jare B COOTBETCTBUH C YPOBHEM
TPOMOOIIMTOB, JICHKOILIUTOB,
reMOTJIOONHA

VccnenoBaHue ypoBHS MOUEBOM KUCIIOTHI B KPOBH,
OIpeJIeIEHNE AKTUBHOCTH JIAKTATAECTHIPOr€HAa3bI B
KpPOBH, HccieioBaHue ypoBHsi C-peakTUBHOTO Oerka
B CBIBOPOTKE KPOBH, ONPENIEIIEHNE AKTUBHOCTH
acrapTaTaMHHOTpaHC(epasbl B KPOBH, OINpeICICHUE
AKTUBHOCTH aJJAHWHAMHHOTpaHc(epasbl B KPOBU

Ha MOMEHT ycTaHOBIIEHHS JMAarHo3a,
3aTeM He pexe 1 pa3a B 6 Mecs1eB npu
HaOIr0/IeHUH, HEe pexe | pasza B Tpu
MecsIIa IPU UTOPETYKTUBHOM Tepanuu

KoarynorpamMmma (OpueHTHPOBOYHOE UCCIICIOBAHHE
CUCTEeMBI TeMocTasa). OnpenencHue
MMPOTPOMOMHOBOTO (TPOMOOIITIACTUHOBOTO) BPEMEHHU
B KPOBU WJIH IIa3MCE.

Ha moMeHT YCTAHOBJICHUSA JUArHO3a.
I[anee - I10 KIMHUYE€CKHUM IIOKa3aHUsAIM

MoOnEeKyIIpHO-TEHETUYECKOE UCCIIETOBAHNE MYTaLIMM
B renax F2, F5

OAHOKpATHO B cydae TPOMOOTHUECKUX
COOBITHH B aHAaMHE3€, OTATOIICHHOM
CEMEWHOM aHaMHE3E

VccnenoBanne  ypoBHS — ¢eppuTHHA B KPOBH,
MCCIIEIOBAaHKE YPOBHS ’kelle3a ChIBOPOTKH KPOBU

C IMarHOCTUYECKOM 1IEJIbI0, 3aTeEM IIPU
paBBI/ITI/II/I aHCMHH, CHUXKCHHUU ypOBHH
remoryioornsa Ha 20 r/71 0T UCXOLHOTO
ypOBHSI, HpI/I IIOABJICHHUN KIIMHUYCCKHUX

MMPU3HAKOB TKAHEBOTO Ne(uIMTa Keme3a.
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YPOBEHb 3pUTPOIIOITHHA KPOBU

Jlns Bepuukanuum quarHosa, a Takke mpu
HaOJIIOeHNU B Cllydae pa3BUTHUSA
AHCMHUU

MoIeKyIsIpHO-TEHETHUECKOE UCCIIeIOBaHUE
MapkepoB Ph-HeraTuBHBIX MHEIONPOIU(EPaTUBHBIX
3aboneBanuii (myrarun B renax Jak2, MPL u CALR)

Ha momenT YCTAHOBJICHUSA JUArHo3a.

MoONEeKyIIpHO-TEHETUUECKOE UCCIIETIOBAHNE MYTaLIM
B 12 »sk30oHe reHa JAK2 B KpOBH METOAOM
CEeKBEHHUPOBAHUS

Ha MOMEHT yCTaHOBIEHHMsS JMarHo3a
TOJIBKO MPU OTCYTCTBUU MyTauuu V617F
rea JAK?2.

MoeKyIsIpHO-TeHETHUECKOe UCCIIeIOBaHNE
TOUCYHBIX MyTallMii reHa bcer-abl (XumepHBIN TeH,
o0pa3oBaHHBIA  CIMSHHEM  O0JacTHM  KjacTepa
pa3pbIBOB Ha 22 XpOMOCOME U I'€Ha THUPO3UH-KHUHA3BI
AOGenpcoHa Ha 9 XpoMocoMme)

[Ipu mnposenennu auddepeHInaNTbHON
TTMarHOCTHKH c XPOHUYECKUM
MHUEIIOUIHBIM JIEHKO30M.

MoONEeKyIIpHO-TEHETUYECKOE UCCIIEIOBAHNE MYTaLIMM
B reHax ASXLI, EZH2, TET2, SRSF2, SF3BI,
MOJIEKYJIIPHO — TEHETHYECKOE UCCIIEI0BAHUE MYTALIMI
B rTeHe [DHI B OwuorncuiiHOM (ONEparroOHHOM)
Marepuaie. MounekynsipHo TE€HETUYECKOE
ycclieloBaHle MyTanuid B rene /DH2 B OHOTNICHITHOM
(orepanimOHHOM) MaTepuase

OAHOKpATHO NpU NPUHATUU PELIEHUS O
npoBenennu amio-TI'CK

[luToreneTnyeckoe
KOCTHOTO MO3Ta

Hcce0BaHuE (xapuoTui)

OnHOKpaTHO MPU MPUHATUHU PEUICHUS O
nposeaeHun ao-TI'CK

OmpeneneHne aHTUTEA K OJEAHOW  TpeToOHEMe
(Treponema pallidum) nmmyHO(DEPMEHTHBIM METOJIOM
(UDA) B KpoBH) WM OTIPEICIICHIE AHTUTEN K OJI€THOM
tpenioneme (Treponema pallidum) B HETPENOHEMHBIX
TecTax (RPR, PMII) (KauecTBEHHOE u
MOJIYKOJIMYECTBEHHOE HCCJICIOBAHUE) B CHIBOPOTKE
KpOBU;

antutena k BUY (onpenenenue antuten kiaccoB M,
G (IgM, IgG) k BUpyCy UMMYHOAEC(PHUIIUTA YETIOBEKA
BUY-1 (Human immunodeficiency virus HIV 1) B
KpoBHU; ompenencHue antuten kiaaccoB M, G (IgM,
IgG) x BUpycy ummyHozaeduruTa yenoBeka BUY-2
(Human immunodeficiency virus HIV 2) B KpoBH;

WCCIIeIOBaHMsI Ha BHUpPYCHBbIe remaTutel B u C —
onpeneneHue anturena (HbsAg) Bupyca remarura B
(Hepatitis B virus) B KpOBH U ONpEJIETICHUE aHTUTE€HA]
Bupyca remnatuta C (Hepatitis C virus) B KpoBH.

[Tepen MIPOBEICHUEM
MaHUI YIS

HWHBA3HUBHBIX

Y IbTpa3ByKOBOE UCCIIETOBAaHNE OPTaHOB OPIOITHOM
MOJIOCTU (KOMILJIEKCHOE), YIABTPAa3BYKOBOE
MCCIIeIOBaHKE MOYEK U HaIOYEYHHUKOB,
YVIIBTPa3BYKOBOE HCCIIEIOBaHUE TUM(PATHUECKUX
y3710B (0JTHa aHATOMHUYECKast 30HA)

Ha w™MomMeHT YCTAHOBJICHUSA JUAr”Ho3a,

3aTeM He pexe 1 pasza B rof,
JOIIOJIHUTCIIBHO 10 KIIMHUYCECKNM|
[MOKa3aHUSIM

JIyTmiekCHOEe CKaHUPOBAHUE HUKHEW IOJIOM BEHBI U

[Ipu momo3pennn Ha TpomMOO3 BOPOTHOMU

BEH NOPTAIBHOM cucTeMbl nanentam ¢ MITH

BCHBI, BETBEHN BOPOTHOMU BEHBI,
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CEJIE3EHOYHOU BEHBI, BEpXHEN
OpbikeedHol BeHbI. [Ipy moaTBepkaeHUN
TpoMb03a — He pexe 1 pa3a B 12 mecsiies,
Jale — [0 KIMHAYECKUM ITOKa3aHUSM.

JlymiekcHoe ~ CKaHMpoBaHHWE  OpaxuouegalbHBIX|
apTepHii ¢ IBETHBIM JONIIJICPOBCKUM KapTUPOBAHUEM
KPOBOTOKA

B ciydae 1medanrudeckoro CHHIpoOMA.
[Ipu BBISBICHHH aTEPOCKIEPOTUUYECKOTO
MOPaKeHHsI COCYIOB — He pexe | pasza B
12 MecsieB, 4alie — II0 KIMHHYECKHUM
[MOKA3aHMIM.

[TosrydeHre THCTOJIOTHYECKOTO Tpernapara KOCTHOTO
MO3Ta (TpermaHnoOuoTCus TPeOHS TOAB3IOITHON
KOCTH) C TaTOJIOTOAHATOMHYECKUM HCCIIeIOBAaHUEM
OMOTICHITHOTO (OMIEpPaIMOHHOT0) MaTepraja KOCTHOTO
MO3ra ¢ IPpUMCHCHHUEM UMMYHOTHCTOXUMHUYCCKUX
METOIOB JIJISl BBISIBJICHUSI PETUKYJIMHOBBIX U
KOJIJIAI€HOBBIX BOJIOKOH

[Ipu ycTaHOBNIEHUHU UArHO3a, Aajiee mpu
[MOSIBJICHUU NMPU3HAKOB,
CBUJIETEILCTBYIOLIUX O
[IPOTPECCUPOBAHKH 3a00JICBAHUS
(anemusi, pa3BUTHE JIEUKOLIUTO3a, CIBUTA
BJICBO B JICHKOIIUTApHOU opmyrie,
MoBbIIIeHUE akTUBHOCTH JIJII,
MMOSIBJICHUE CIIJICHOMETAJINN ).

KommpiorepHass ToMorpadusi OpraHoB OpIONTHOMN
II0OJIOCTHU C ﬂBOﬁHBIM KOHTpaCTUPOBAHUCM, OITMCAHUC U

WHTEpIpETalsl KOMIBIOTEPHBIX TOMOTpPaMM WM
MarHUTHO-PE30HAHCHAs TOMOTpadus OpraHoB
OpIOLIHOM MOJIOCTH c BHYTPUBEHHBIM

KOHTpPACTUPOBAHUCM, OIMMCAHUC W HHTCPHPCTALINA
MAarHuTHO-PE30HAHCHBIX TOMOI'paMM

[Tpu mono3penun Ha TpomOO3 B cocynaax
[HOpTaIbHON CUCTEMBI, UHOpapPKT
CEJIC3CHKH. IIpun IIOATBEPKIECHUYU

TpomMO03a — He pexe 1 pa3a B 12 mecsies,
qanic — 110 KIIMHNYECKNUM ITOKa3aHUAM.

J30(aroracTpoayo1I€HOCKOTIHS

OnHOKpaTHO TMPHU CIJICHOMETAIWU IS
WCKIIIOYEHUS] ~ HAJIM4YMsl ~ BapUKO3HOIO
pacIIMpeHUs BEH.

Perucrpanus 3J1eKTpOKapAUOTrpaMMBI, paciugpoBKa,
OIHCaHKe u MHTEpIpeTanus
HIIEKTPOKAPANOTpahUIECKUX JAHHBIX,

[lepen mpoBeneHEM MEIUKAaMEHTO3HOTO
NeYeHus1, IpU CMEHE TepaIuu.

HXxokapauorpadus
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