(HauunoHanbHbIN npasosoit MHTepHeT-nopTan Pecnybanku benapyco, 25.04.2024, 8/41392)
IIOCTAHOBJIEHUE MUHUCTEPCTBA 3JIPABOOXPAHEHU 1
PECITYBJIMKU BEJIAPYChb
5 maprta 2024 r. Ne 45

OO0 yTBep:KIeHNN KIMHUYECKOr0 MPOTOKO0JIA

Ha ocHoBanuu a63ama aeBsToro 4yactu mepBoi cratbu | 3akona PecnyOnuku bemapych
or 18 mrona 1993 1.  Ne2435-XII  «O 3npaBooxpaHeHUM», MOAMYHKTa 8.3  IyHKTa §,
noanyHkTa 9.1 mynkra 9 [Tonoxenus o MunucrepcTse 3apaBooxpanenus Pecriyonuku benapych,
yTBepKJIeHHOTO noctanoBieHneM Coera MunuctpoB PecnyOmuku bemapyck oT 28 okTs0ps
2011 r. Ne 1446, MunucrepcTBo 3apaBooxpanenus Pecriyonuku benapycs [IOCTAHOBIIAET:

1. YTBepanuTh KIMHUYECKUH MNPOTOKON «J{MarHOCTHKa W JIeYeHHE MALMEHTOB (B3pOCIIOE
HaceJIeHUE) C MUEJIOAUCIIIACTHIECKUMHU CHHIPOMaMIy (TIPHIIaraeTcs).

2. [lpu3Hate yTpaTUBIIMM CUIy ab3am mAThId myHKTa 1 mpukaza MuHHCTEpCTBa
3npaBooxpanenus PecnyOmukun bemapyce ot 31 mas 20121, Ne 662  «OO0 yTBEpKIeHUH
KIMHUYECKUX MPOTOKOJIOB JUATHOCTHKH U JICYSHUS OTAEIbHBIX TeMaTOJIOTHYECKHUX 3a00JIeBaHHH
Y TIPOTOKOJIOB MEAUITMHCKON peabMINTalluy MAllMeHTOB ¢ TeModuneit A u By.

3. Hacrosiiee mocTaHOBJICHHE BCTYIAET B CHUITY MOCIIE €ro O(UIIHATEHOTO Oy OIMKOBaHUSL.

Munuctp A.B.XoxxkaeB
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KJIMHUYECKUA MPOTOKO.T
«/lHarHoCTHKA U JieYeHHe MANUEHTOB (B3POC/ioe HACeJIeHUE) C MUEJIOANCILIIACTHYeCKUMM
CHHAPOMaMI)

I'JIABA 1
OBIIME ITOJIOKEHUA

1. Hacrosmuii KIMHUYECKUH TPOTOKOJ YyCTaHABIMBAET oOmue TpeOOBaHUS K 00BEMY
OKa3aHMs MEIULUHCKON TTOMOIIH MAMeHTaM (B3pOCIoe HACEJICHNE) C MUEIOIUCTIIACTUYECKIMHU
cuaapomMamu  (maiee — MJIC) B amMOynaTOpHBIX W CTAllMOHAPHBIX  YCIOBUAX  (mudp
no MexXIyHapoaHOM cTaTUCTHYeCKOW kiaccudukanuu Oone3Hedl W mpoOsieM, CBsI3aHHBIX
CO 37I0POBBEM, AeCATOro nepecmorpa — D46 MuenoaucniacTH4ecKue CHHIPOMBI).

2. TpeOboBaHMsI HACTOAIIETO KJIMHUYECKOTO TIPOTOKOJIA SIBIISIOTCS — 00s3aTEIbHBIMHU
JUIS FOPUIMYECKUX — JIMI U MHAUBUAYAIbHBIX  INpEeANpUHUMATENEH,  OCYIIECTBISIONINX
MEIULMHCKYIO NS TEIbHOCTD B IIOPSJIKE, YCTaHOBJIEHHOM 3aKOHOATEIbCTBOM
0 3/IpaBOOXPAaHEHUHU.

3. Jlns nenei HacTOSIIEro KIMHUYECKOTO MPOTOKOJA MCIONb3YHTCSI OCHOBHBIE TEPMHUHbI
U UX ONpeelieHuss B 3HAYCHMSX, YCTAHOBJIEHHBIX 3akoHoM PecmyOmuku  benapychk
«O 3apaBooxpaHeHun», 3akoHoM Pecnyonuku benapyce ot 30 HostOpst 2010 r. Ne 197-3
«O TOHOPCTBE KPOBU M €€ KOMIIOHEHTOBY, a TaKXKe CIEAYIOUINIl TEPMUH U €r0 ONpeesieHue:

MJIC — reteporenHas rpyria KJIOHAJIbHBIX 3a00JIEBaHUI CUCTEMBI KPOBH, BO3HUKAIOIINX
BCJIE/ICTBUE MYTalllU T€MOTOATUYECKON CTBOJIOBOM KJIETKU U XapaKTePU3YIOUINXCS IIUTONIEHUEH,
KaK pe3yibTaT Hed(P(PEKTUBHOIO IreMOIo033a, MpU3HAKaAMH JUCMHENON033a M BHICOKUM PHUCKOM
nporpeccuu/Tpanchopmaiiuy B OCTpbI MUEIOUIHBIHN Jieiiko3 (manee — OMJI).

4. IlepBuuHasg MenuuuHCKasg noMomp nanveHtam ¢ MJIC oxa3biBaeTcsi B pallOHHBIX
OpraHM3alusaX 37paBOOXPAHEHUS; CHEIMATM3UPOBAHHAS MEAUIIMHCKAs MOMOIIb — B PaHOHHBIX,
00JIaCTHBIX (ropoackux), pecryOIMKaHCKIX OpraHM3aIusIX 3/IpaBOOXPAaHEHUS;
BBICOKOTEXHOJIOTUYHASI MEIUIIMHCKAsI TTIOMOIIb — B 00JIACTHBIX (TOPOACKUX) U PECITYOIUKAHCKUX
OpraHMU3alMIX 31PaBOOXPAHEHUS.

5. HanpaBnenne mnauuentoB ¢ MJIC s okazaHust ©UM  MEIUUMHCKOM — TTOMOIIM
B CTAl[MOHAPHBIX YCJIOBHUSIX OINpEAENsAeTCs B INOPSAAKE, YCTAaHOBIEHHOM MMHHCTEPCTBOM
3/IpaBOOXpPaHEHUSI.

6. Hacrosimuii  kinHUYeCKUd mpoTokoa B yacTu jedeHuss MJIC BKIOyaeT OCHOBHBIE
JeKapcTBeHHble mpenaparbl  (manee — JIII), KkoTopele mpencTaBieHbl B COOTBETCTBUH
C MEKIYHApOJHbIMM  HENATEHTOBAHHBIMU  HAMMEHOBAaHUSIMH, Aalpu HUX OTCYTCTBUU —
[0 XUMUYECKUM HAMMEHOBAaHUSM I10 CHCTEMAaTHYE€CKOW WJIM 3aMECTHTENbHOM HOMEHKIATYpe,
C YKa3aHUEM JICKapCTBEHHON (OPMBI U JO3UPOBKH.

7.B  COOTBETCTBMM C HAaCTOSUIMM  KIMHUYECKHMM  MPOTOKOJIOM IO MEIUIIMHCKUM
nokazaHusM Bo3MoxHO npumenenue JIII «off-label», Ha3HauaeMbIX MO pemIeHHI0 BpayeOHOTO
KOHCHJIMYMa.

8. B KaxmoW KOHKPETHOH CHUTyallMM B MHTEpecax NalMeHTa pelIeHHEeM BpayeOHOro
KOHCHJIMYMa O0BEM JMAarHOCTUKH U JICUEHUS MOXKET OBITh PacIIMpeH C UCIOJIb30BAHMEM HHBIX
YTBEPKIACHHBIX MUHUCTEPCTBOM 3pAaBOOXPAHEHUS METOJIOB OKa3aHMsI MEIUIIMHCKOM MTOMOIIH,
HE BKJIIOYEHHBIX B HACTOSIINUNA KIIMHUYECKHI TPOTOKOJL.

I'JTABA 2
KJIACCHOPUKAINUA U JTUATHOCTHUKA MAC

9. Knaccudukanus M/IC, npunsaras BecemupHoii opranusanueii 31paBooxpaneHus (anee —
BO3) B2017 ., 6a3upyercs Ha MUTOMOP(OTOTUUECKHX, KAPUOTHUIMUYCCKUX ¢ KIMHUICCKUX
IpU3HaKax 3a00JIeBaHUS U yKa3aHa B IPUIIOKEHUU 1.



10. Aunarnoctuueckue kpurepuu MJIC:

10.1. mpenBapuTENbHbIE KPUTEPUH IPYIIIBI A

cTaOuiIbHas UTONEHUS 10 >1 U3 CIeAYIOMUX KIETOUHbIX JTHHHA:

spuTpouaHOM (YypoBeHb remornobuna (ganee — Hb) <110 r/m);

He#TpoduIbHOI (KomuuecTBo HelTpoduaos <1,8 x 10%/m);

MerakapuoLMTapHoii (konudecTso TpomGonuTos <100 x 10%/m);

UCKJTIOYEHHUE JPYIHMX T'eéMaTOJIOTUYECKUX W HEreMaToJIOTHYecKuX 3a00JIeBaHUN — MPUYUH
UTONCHUN/ TUCTIIIA3UH;

10.2. M/IC-accoruupoBaHHbIe KpUTEPUH TPymIibl B:

mucriasus B >10 % KJIETOK SpUTPOUAHON, HEUTPO(DMIBHOW WIM MerakapuOIMTaPHOM
KJICTOYHBIX JIMHUSIX KOCTHOTO Mo3ra (manee — KM), nu6Go Hammume >15 % KOIBIEBBIX
cuaepobnactoB (nanee — KC);

ot 5 10 19 % GnacTHBIX KIIeTOK (Haynee — 6mactel) B KM;

TUIIMYHBIE XPOMOCOMHBIEC al0eppaliy I0 pe3yabTaTaM CTaHIApTHOTO IIUTOJOTUYECKOTO
HcCcaea0BaHus WK (IIFOOPECIIEHTHON THOpuau3anuH in situ (+8, -7, 5q-, 20q- u apyrue);

10.3. BcmomorarenpHble  kKputepuu rpynnbl  C (Ul MallUEHTOB, HMMEIOIIUX KPUTEPUU
TpyIIBl A, HO HE UMEIOIHNX KPUTEPUU Tpyniisl B):

AHOMAJbHBI HMMMYHHBIH ()EHOTHUII DJPUTPOUAHBIX WIM MHUEIOUAHBIX KiIeTok KM,
YKa3bIBaIOIIUN Ha UX KJIOHAIbHOE MPOMCXOXKIEHUE I10 pe3yjbTaTaM MPOTOYHON LHUTOMETPUH
(manmmuue mapkepoB CD38, CD13, CD71, CD33);

MOJIEKYJISIPHO-TEHETUYECKHE TPU3HAKM HaJU4Yus KIOHAJIBbHOM KJIETOYHON MOMyJIALnun
B KM;

3HAYMUTEJIbHOE W CTaOWJILHOE CHIDKEHHE KOJOHMeoOpasyromieil aktuBHOCTH KM u (uim)
nepugepuyeckoit kpou (nanee — [1K).

11. Jlnarno3 ycraHaBiIMBaeTCs MPU HAIWYUH JIBYX MPEABAPUTEIbHBIX KPUTEPUEB TPYIIIIHI
A n He meHee yeM ogHoro MJIC-accounnpoBaHHBIX KpuTepues rpymmsl B. BecnomorarenbHbie
kputepund Tpynnbl C UCMONB3YIOTCS MPU OTCYTCTBHH KpUTepHeB Trpynnbsl B u Hamuuun
y MaIMeHTa TPU3HAKOB KIOHATHHONW MUEIOUAHON Tpoudeparuu.

12. Anroput™  nuarHoctuku  MJIC, yka3aHHBIM B NPUJIIOKEHUU 2, TMPOBOIUTCA
MOCJIeIOBATEIbHO B OPraHU3aALMsIX 3JPABOOXPAHEHHS PA3IMYHOIO YPOBHS C COONIOJIEHHEM
MIPEEeMCTBEHHOCTH Ha BCEX JTarax.

I'JIABA 3
ITPOT'HO3 ITPHU M C

13. lnss OLIEHKHM TpOTHO3a U ONPENCNICHUs] TaKTHKW JiedeHust mnauueHtoB ¢ MJIC
KCMOJIb3YIOT MHTEPHAUIMOHAIBHYIO MporHoctudyeckyro mkary I[PSS-R 2012 r., ykazaHHyro
B IIPWJIOKEHUH 3.

14. IIpn nuarHOCTHMPOBAaHWU Y TMalMeHTa BrEpBbie BbLABIeHHOTO MJIC C abepparusavu
10 >3 UMMYHO(EHOTUITMUECKUM MapKepaM (puck HebmarompusTHoro nporxosza: CD38 <50 %;
KOMIUTEKCHBIE abeppamuu (mamee — compl) >3; puck TpaHchoOpMaIii B OCTPBINA JICHKO3:
CD71 >65 %; CD13 >75 %; puck HeOJIaronpusTHOrO MporHo3a mocie tpanchopmammu: CD33
<50 %; compl >3) u (unu) x0T 661 ¢ 1 MONEKYIAPHO-TeHETHYECKUM MapkepoM (Hamuuue TP53,
compl >3) HeONaronpusTHOrO MPOTHO3a CIEAYeT WHTEPIPETUPOBATh PHUCK KaK BBICOKUH
corjacHO ayroputMmy BbIOOpa Tepanuu MJIC Ha OCHOBE OILIGHKH TPYIIIBI PHCKA, YKa3aHHOMY
B IIPWJIOKEHUH 4.

I'/TABA 4
JIEYHEHUE MAIIMEHTOB C MJC

15. Bo1Gop Tepanmuu OCHOBaH Ha AWArHO3E M IPYIINIE PUCKA, YKA3aHHBIM B MPUJIOKCHUH 4,
C YYETOM OLIEHKH COMAaTHUYECKOro craryca nauuenta no mkaine ECOG corinacHO NpUIIOKEHUIO S.

[Tpu ECOG >3 cnienmndudeckas Tepanus He TOKa3aHa.

VY nmamueHtoB ¢ BrnepBble auarHoctupoBaHHbIM  MJIC  Beicokoro pucka (IPSS-R
IIPOMEKYTOUHBIH, BBICOKUH, OYE€Hb BBICOKMHM PHMCK) IIPU OLIEHKE CTAaTyca HalMeHTa I10 IIKaje
ECOG >3 noxazaHa Tepanus Nojjaep)KaHUs KaudecTBa ku3HU. [Ipu oneHke craTyca nanueHTa
no mkaine ECOG <3 nmpu naymumn HLA-coBmecTmMoro moHopa mnpu ypoBHe OmactoB B KM



>10 % mnokazaHa Tepanus TUIOMETWIMpPYIOIMMH areHTamu (naisee — ['MA) wnum Tepanuu
o cxeme JiedeHuss OMJI ¢ mocienyrommMm NPOBEAEHUEM AJUIOTEHHOM TpaHCIIaHTALUU
TEMOTOATUYECKUX CTBOJIOBBIX KieTok (manee — ammto-TI'CK), ampu ypoBHe OmactoB B KM
<10 % — nposenenue Tepanuu ' MA ¢ nocnenyronum nposeaenneM amno-TT'CK.

B caydae orcyrcrBus HLA-coBMecTUMOro JoHOpa M HEBO3MOXHOCTH MPOBEACHUS AJIJIO-
TI'CK npu BBIABICHMM HMMYHO()EHOTUIIMYECKUX U MOJEKYJISIPHO-TEHETHUECKUX MapKepoB
HeOJIaronpusATHOrO MPOrHo3a (puck HedmaronpusTHoro nmporuosa: CD38 <50 %; compl >3; puck
Tpanchopmau B ocTpbiil neiiko3: CD71 >65%; CDI13 >75 %; puck HeOIaronpusTHOTO
nporuo3sa nocine tpancopmanun: CD33 <50 %; compl >3) nokazana tepanus ' MA unu Tepanus
no cxeme jedeHuss OMJL, mpu OTCYyTCTBUM MapKepOB HEOIArompUsATHOIO MPOTHO3a — Teparus
tonbko 'MA.

V¥ nanuenTos ¢ Buepsble AuarHoctupoBaHHbIM MJIC Huskoro pucka (IPSS-R ouens Husknit
Y HU3KUM PHUCK) MpPH BBIIBICHUH HWMMYHO(DEHOTUIMHYECKUX | MOJIEKYJISIPHO-T€HETHYECKIX
MapKepoB HEOJIArompUATHOrO MPOrHo3a (puck HeOmarompusaTHoro mnporrosa: CD38 <50 %;
compl >3; puck TtpaHchopmanuu B ocTpblii Jseliko3: CD71 >65%; CDI13 >75%; puck
HEOJIaronpusATHOrO MporHo3a mocie Tpanchopmaruu: CD33 <50 %; compl >3) npu oreHke
craryca nanuenra o mkaine ECOG <3 npu Hamunu JoHOpa roka3zano BeinosHeHue auio- TT'CK,
IpU OTCYTCTBUM JOHOpa — Tepamusi I MA, aB ciydyae OLEHKM cTaTyca MalUeHTa IO IIKaje
ECOG >3 — Ttepanusi mopjepaHus KadyecTBa >KM3HU: HMCIOJIB30BAHHWE POCTOBBIX (PaKTOPOB,
MepeNuBaHne IPUTPOLIMTAPHBIX KOMIIOHEHTOB KpoBH (nanee — DKK) u (vmm) TpoMOOIUTapHBIX
KOMITOHEHTOB KPOBH, XEJIaTOPOB KeJIe3a.

V¥ nanuenTos ¢ Buepsble AuarHoctupoBaHHbIM MJIC Huskoro pucka (IPSS-R ouens Husknit
Y HU3KUM pPHUCK) MpPU OTCYTCTBUM HMMMYHO(PEHOTUIUYECKHX U MOJIEKYJISIPHO-T€HETHYECKIX
MapKepoB HEOJAronpusATHOrO MporHo3a npu ypoBHe OnactoB B KM >5 % mokazana Tepamnus
I'MA, a B citydae ypoBHs 61acToB B KM <5 % nperycMOTpeHs! clieAyonue BapuaHThl TEparuu:

IPU HAUIMYUU ACTICIMUA U30JIMPOBAHHON 5q XpPOMOCOMBI + abeppaluil OJHOH XPOMOCOMBI
(kpome abeppariu 7-i XpOMOCOMBI) TIOKa3aHa Teparus JICHATUIOMHIOM;

IIPU OTCYTCTBHH JI€TICLIUU U30JIUPOBAHHON 50 XpOMOCOMBI + abepparii 0JHOH XPOMOCOMBI
(kpome aleppamuu 7-if XpOMOCOMBI) TMPOBOAMTCS TEpaIrusi C BO3MOXKHBIM HCIOJIb30BAHUEM
SPUTPONOBCTUMYIHpPYIoIMX npenapatoB (fganee — JIICII), pekoMOMHAHTHOTO YEIOBEUECKOTO
TPaHyJIOIHUTAPHOTO KOJIOHUECTUMYJIUPYIOIIETO dakTopa (mamee — [-KCD),
UMMyHocynpeccuBHOM Tepanuu (ganee — CT), TMA.

16. Tepanus nmoanep:kaHusi KauecTBa >KU3HU MPOBOAMTCS BCEM IallMEHTaM, B TOM YHCIIE
nostyqaromuM UCT u I'MA:

16.1. mepenuBanne OKK wu mepenuBanue TpOMOOUIUTAPHBIX KOMIIOHEHTOB KPOBH
MPOBOJATCS cortacHO MHCTPYKIMK O MOPsAKE MEIUIIUHCKOTO MPUMEHEHUS! KPOBU U (MIIH) ee
KOMIIOHEHTOB B OpPTaHM3allUsIX  3APaBOOXPAHEHUS,  YTBEP)KIEHHOM  IMOCTaHOBJICHHEM
MunucrepcTBa 3apaBooxpanenus Pecryonuku benapycs ot 19 mast 2023 1. Ne 92.

[leneBbie ypOBHH:

Hb - 90-100 1/m;

remaTokput — 30-33 %;

TpoMOomHTHI — 20 X 10%/m;

16.2. mpuMeHEHHE XETaTOPOB KeJle3a.

MenuIuHCKIMH TOKa3aHUAMHU K IPUMEHEHHUIO XeIaTOPOB JKeye3a SBISIOTCS:

nepenuBanue 6osee 20 103 JKK;

YPOBEHb CBIBOPOTOYHOTO epputuHa 6omee 1000 Mxr/m;

Hajau4ue TUCPYHKIUU cepama (apuTMus, CepieuHas HeJJOCTaTOYHOCTh ),

MOopa)keHUe MeYeH! (TTOBBIIICHNE YPOBHS TPaHCAMUHA3, TeaTOMETNIUS U IPYTHE).

B xnunnueckoit npaktuke ucnonb3yercs JIII nedepazupoke, TabaeTKku ITuUCIIEPrHpyeMbIe
250 mr, 500 mr. Haznauatot BHyTpb 1 pa3/cyTku HaTomak (3a 30 MUH. 710 €11bl), TPEAIOYTUTEIHHO
B OJIHO U TO € BpeMs JIHA eXeIHEBHO. PekoMeHayemas HaualnbHasi cyTo4Has 103a — 20 Mr/kr
Macchl Tena.

st manmenToB, nonydaromux nepenuBanne DKK >14 mu/kr/mecsn (>4 mnepenvuBaHHi
B Mecsll), HavyallbHas CyTOouHas no3a jaedepasupokca coctapiser 30 MI/KT; A7 MalUEHTOB,
nonyvaromux <7 mur/kr/mecsiiy KK (>2 nepenuBanuii B Mecsin) — 10 Mr/kr.



[Ipu npumenenun JIII nedepasupokc MpPOBOAWTCS €KEMECSYHBIH KOHTPOJIb YPOBHS
¢depputrHa B chiBopoTKe KpoBH. Koppekuuio no3sr JIII ciemyer mpoBOAUTH HOCTENEHHO,
YBEIMYUBas WU YMEHbIIAs 103y 3a oauH pa3 Ha 5—10 mr/kr. HanpaBnenue koppekiuu 10361 JIIT
OTIpEICTISICTCS WHAUBHIYATbHON 3()PEKTUBHOCTHIO JIEYCHHUS U TEPANEBTUYCCKUMU 3aadaMu
(momnepkaHue WM yMEHBIIEHUE coiepKaHus (GeppuTHHA B CRIBOPOTKE KPOBH);

16.3. sMnupuyeckass aHTHOAKTepUaNbHasi Tepanus MOoKa3aHa NpU pa3BUTUU (PeOpUIBHOM
HEUTPOINIEHUU COTJIACHO MPUJIOKEHUSIM 6 U 7,

16.4. JII1, ctuMynupyroume reMornons:

16.5. spuTponosTuH anbda peKOMOMHAHTHBIN, PACTBOP JJIsI BHYyTPUBEHHOTO U TTOAKOKHOTO
BBezienns 40 000 ME/1 mi, moakoxHo 1-2 pa3a B HeJento, Ipyu Mody4eHuu oteeTa (ypoBenb Hb
100—120 r/m) mpomomkats ¢ koppekuueit 10361 JIIT ¢ yaeToM pa3BUTHS HEXeNaTeIbHBIX PEaKIIUA
Y KIIMHUYECKUX JaHHBIX (JMXOpajKa, roJIoBHAs OO0Jb, Kallelb, TOIIHOTA U TOJIOBOKPYKEHUE,
TpoMOO03 H IpyTHe);

16.6. I'-KC® naznauaercs:

B KauecTBE MOHOTEpanHH Y MAlMEHTOB C HEHTPONEHUEH | peHuAUBUPYIOIMUMHA HIN
PE3UCTEHTHBIMU K aHTUOMOTUKOTEPATUN HHPEKITUIMU;

B KQYECTBE MOHOTEPAIHUH TIPH OKUIAEMOU JIIUTETLHON HEHTPOIeHUH (a0COMFOTHOE YHCIIO
ueiirpodunos menee 0,5 x 10%/1);

B KaueCTBE COMPOBOAUTENBHOM Tepanuu Mpy MpoBeIeHUN XUMUOTEpaInu;

NalueHTaM Ipu OTCYTCTBUU OTBeTa Ha MoHoTepanuio JIICII.

OuirpacTuM, pacTBOp JJS UHBEKIUM (1J11 BHyTPUBEHHOTO M MOJKOXKHOTO BBEIEHUS)
300 mxr/mn (30 mtH ME/mit), moakoxkuHo 1-2 MKr/kr 1-2 pasza B HeAento, MPU JOCTHKEHUU
HeilTpoduapHOro oTBeTa (YpoBeHs HelTpoduios Gonee 0,5 x 10°/1) mpogomkaTs 10 MOABICHUS
MIPU3HAKOB HEMEPEHOCUMOCTHU Wiu iporpeccupoBanust MJIC.

[Ipu orcyTcTBumM oTBeTa B TeueHue 2—3 mecsueB JIIT oTMeHstoT.

17. UCT moxeT OBbITh Ha3Hau€Ha pPEIICHHEM BpayeOHOro KOHCHJIMyMa C yU4eTOM OIICHKH
pUCKa W MOJB3bI VIS MAlleHTa. B KIWHWYeCKONW NpakTUKe MOTYT ObITh Hcmoiib3oBaHbl JIIT
aHTUTUMOLUTapHOTO TI00ynHa* (nanee — ATI), uukimocnopur A*.

ATI™*, KoHIIEHTpaT JIs MPUTOTOBJIEHUS pactBopa g uHpy3uid 20 mr/ma 5 wmi;
TUO(UIN3UPOBAHHBIN TTOPOIIOK JIJIsi IPUTOTOBJICHUS pacTBopa sl HHQPY3wii 25 Mr, Ha3HaYaeTCs
B 1103¢ 40 MI/KT B CyTKH BHYTPHUBEHHO 4 JTHS.

[Muknocnopun A*, kancynsl 25 mr, 50 mr, 100 mr, BHYTpb, B 03¢ 1—5 MI/KT B CyTKH
B 2 mpueMa C OIIEHKOHN pe3yJsibrata 4epe3 6 wmecdaneB. 03y KOPpUTHPYIOT B COOTBETCTBHH
c xonueHtparued JII1 B ceiBopoTke KpoBu (He Bbimie 400 MKI/MIT), YPOBHEM apTepHaIbLHOTO
naBieHus, QYHKINOHAIBHBIM COCTOSIHUEM OYEK.

[Ipu cHwxeHuun Ha GpoHE Ha3HAYEHUS ULUKIOCHOpPHMHA A* CKOpPOCTH KIyOOYKOBOM
¢bunbTpanuu Oonee yem Ha 25 % OT UCXOZHOTO YpPOBHS 03y IHUKJIOCHOpHMHA A* yMEHBIIAIOT
Ha 25-50 %.

* Haznauarorcs «off-label» mo penienuro BpaueOHOro KOHCHIIMYMa.

18. 'MA npuMeHSIOT y TallMEHTOB PA3JIMYHBIX TPYIIN PUCKA, Y KOTOPBIX HEBO3ZMOKHO HIIH
Helenecoo0pa3Ho IMpHUMeHeHHe Oojiee WHTEHCUBHOW Tepamuu. llpum momydeHuHn oOTBeTa
Ha sieyeHne 'MA (monHasi pemuccus, 4acTUYHasi PEMUCCHS, CTaOMIM3alMsl) Tepanus JOHKHA
OBITh POJOHKEHA MPH COXPAaHEHUU OTBETA, OTMEHEHA — MPHU IPOrPEeCCUPOBAHUU 3a00JI€BaHUS
WJIU BBISIBIEHUU MTPU3HAKOB HEMEPEHOCUMON TOKCUYHOCTH:

18.1. neuutabuH, JHOGUIN3UPOBAHHBIA  MOPOIIOK  JIJIS IPUTOTOBJICHUS  pacTBOpa
nns uHQy3uit 50 Mr, ucHosb3yercs B 103e 20 MI/M> BHYTPHBEHHO KalelbHO B TeueHue | yaca 1—
5 nHe# cmepepbiBoM B 23 naHs (28-IHEBHBIN TepamneBTUYECKUM IUKI). PekoMeHIoBaHHOE
KOJIMYECTBO TEPANIEBTHUECKUX LIMKIOB — HE MeHee 4;

18.2. a3anuTuauH, JUOGUIU3HUPOBAHHBIA TMOPOIIOK JUIsSl MPUTOTOBIICHUS — CYyCIIEH3UH
IS TOAKOXKHOTO BBeneHust 100 mr, nmruodunusat JUisi MPUTOTOBIICHUS PACTBOPA ISl MHBEKIIHIA
100 Mr— moaKoXHO B mo3e 75 mr/m> 1-7 nmHeit c nepeppiBoM B 21 neHb (28-mHEBHBIN
TepaneBTUYECKUI IUKIT). PEKOMEH1I0BAaHHOE KOJIMYECTBO TEPANEBTUUECKUX LIMKJIOB — HE MEHee 6.

19. Jleuenne MJIC no cxemam sieueHuss OMJI npoBOaUTCS B COOTBETCTBUU C KIIMHUYECKUM
MPOTOKOJIOM «J{MarHOCTHKA U JIeYeHUE MAMEHTOB cTapiie 18 JieT ¢ BHOBb AUArHOCTUPOBAHHBIM
OCTPbIM  MHEJIOWUJHBIM  JIEMKO30M», YTBEpPXKICHHBIM IIOCTaHOBIEHHWEM MUHHCTEPCTBA



3npaBooxpanenuss PecmyOmuku benmapyck ot 1 uronst 2017 r. Ne 43, TlamueHtam Tpymiibl
BBICOKOTO pUCKa B Bo3pacTe MeHee 60 JIeT Mmoka3aHo JeUYEeHHE MO CXeMaM MHAYKIHH PEMHCCHHU
OMJL

20. Bricokogo3nas xumuotepanusi ¢ ano-TI'CK nokazana Bcem mnaunuentam ¢ MJIC
B Bo3pacte MeHee 60 net npu Hasmmuu HLA-ueHTuaHOoro 1oHopa.

21. UmmyHnomoaynupytomast Tepanust JIII neHanumzoMuaoM TPOBOAUTCS MAallMEHTaM
IpyNIbl HU3KOTO PUCKAa IPU OTCYTCTBHH MapKepoB HEOIArompHsITHOTO MPOTHO3a MPU YPOBHE
671aCTOB B KOCTHOM Mo3re <5 % M pHU HAIMYUM WU30JMPOBAHHOW JENeluHu 5q XPOMOCOMBI +
abepparuy 0JTHOU XPOMOCOMBI (Kpome 7-if XpOMOCOMBI).

Jlenamuaomua, kancyinel 5 mr, 10 mr, 15 mr, 20 mr, HazHayaeTcst B 1o3e 10 Mr BHYTpb B 1—
21 pgHu, kaxzasie 28 nHE. PeKOMEHIOBaHHOE KOJHUYECTBO TEPANEBTUYECKUX ITUKIIOB —
He MeHee 6.

22. Ouenka s dextuBroctr geueHuss MJIC mo IWG 2006 ocymiecTBasieTcss B COOTBETCTBUHI
C MPUJIOKEHUEM §.

I'JTABA §
MEJUIIWUHCKASA TPO®PUJITAKTUKA U MEJINIIUMHCKOE HABJIIOJIEHUE
IHAIIMEHTOB C MJIC B AMBYJIATOPHBIX YCJIOBHUAX

23. MenunuHckas npodunaktuka MJIC mpoBOAUTCS IMTyTeM BBIITOJHEHUS THATHOCTHIECKIX
MEPOMNPUATHA Yy HAIlUEHTOB  C IIUTONEHUYECKUM CHHAPOMOM (aHEMHUYECKUH  CHUHAPOM,
reMOpparuuyeckuii CUHAPOM, JIEHKONEHMS) C LEJbI0 PAHHErO BBIABICHUS Ie€MaTOJIOTHYECKON
MaTOJIOTUU ¥ CBOEBPEMEHHOT'0 Hayasla Tepanuu.

24. MenuuuHCKOe HaOIOICHIE HAMIPABJICHO Ha OMPE/IEICHHE TeMaTOJIOTMYeCKOro cTaTyca
ManueHTa, HCKIIOUYEHUE PEAKTHUBHBIX IIUTONEHUN WIM JIPYTUX KIOHAJIBHBIX 3a00seBaHMi
KPOBETBOPHOU CHCTEMBI B TEUCHHE NIEPUOA METUITUHCKOTO HAOTIOACHMUS.

25. Menunuackoe HabOmoaenue mnanueHToB ¢ MJIC B aMOynaTOpHO-TTOMKIMHUYECKUX
OpraHM3aIysaX 3IPaBOOXPAHEHUS OCYIIECTBIISET Bpad 00IIel MPaKTHKH (Bpad-TepareBT).

26. [lepevyeHp MMarHOCTUYECKUX UCCIEIOBAHUN M KPATHOCTh MEIUIIMHCKOTO HAOJIOICHHS
BpadyaMu-CIeIHATNCTaAMHU:

MEIUIIMHCKUH OCMOTp Bpada 001Iel MpakTHKY (Bpada-TepaneBra) — 2—4 pasa B roj,

KOHCYJIbTAIUs Bpaya-reMaTosiora (MepuoJuIHOCTh ONPEACISETCS HHANBUIYATBHO);

oOmuii aHanmm3 KpoBU pa3BepHyThI (mamee — OAK)— KpaTHOCTH TpOBEICHUS
UCCIIEIOBAaHUM OIpEAEseTCs] MHAMBHAYaJIbHO, 3aBUCUT oOT BapuaHTa MJIC, KinMHHM4eckux
MPOSIBIICHUH U MTPOBOJUMON TEpaIuu;

onoxumuueckuii aHanu3z kKposu (manee — BAK): oOmwumii Oenok, OenkoBble (pakiuu
anpOymMnHa,  TI00ynIMHBI,  MOYEBHMHA,  allaHMHaMuHOTpaHchepaza  (mamee —  AJIT),
acriaparuHamuHoTpaHc(epasa (manee — ACT), kpeaTMHMH, OWIMpPyOMH OOIIMH, NPAMOI
OmMpyOuH, HEMPsAMO# OMMMpyOuH, menoyHas ¢ocdarasa, nakraraeruaporenasa (naunee — JIJAI),
XOJIECTePUH, TPUTIHUIEPUIBI, TII0K03a, C-peakTHBHBIA OCIIOK — MepedeHb O00s3aTEIbHBIX
apaMeTpoB  JUISl KOHTPOJS, KPaTHOCTh  TPOBEACHUS  HCCIENOBAHUN  ONpEAENSIOTCS
WHIUBUAYATBHO;

WCCIeOBaHUE  YpPOBHA  (eppuTHHA B CHIBOPOTKE  KpoBU  (HA GOoHE  Tepamuu
nedepasupoKCcoM) — eKEMECSIIHO, C KOPPEKIIEH 103kl fedepa3supokca Kaxable 3—6 MecsIeB mpu
HEOOXOIMMOCTH;

HCCJICIOBAaHNE KPOBH METOJOM IPOTOYHON HHUTOMIYOPUMETPHUH [UTsl BHISBICHUS KJIOHA
KJIETOK MapOKCHU3MaJbHOM HOYHOW I'eMOIVIOOMHYPHUH — KPaTHOCTh IMPOBEJICHUS HCCIIEIOBAHMIMA
OTIpeIeTIsIeTCS WHIUBUAYyalTbHO (IIOKAa3aHO TMalMeHTaM C KoiudecTtBoM OmactoB KM <5 %,
a TaKkKe MpU HaJUMYUU KIMHUKO-Ia00paTOPHBIX MPHU3HAKOB BHYTPUCOCYIUCTOrO reMoJin3a Mpu
Bepuukanuu auarnoza M/1C);

yIBTPa3ByKOBOe uccienoBanue (nmanee — Y3M) opranoB OpromrHo# mojoctu (maiee —
OBbII) — MeaUIIMHCKYE TIOKA3aHUs ISl IPOBEJACHHSI U KPATHOCTh MCCIIEIOBAHUS OIMPEACISIOTCS
WHIUBUAYAIBHO B IPOLIECCE JICUEHUS JIJIs BBIABICHUS TeNaToCIUICHOMEralluy, TUMQaieHonaTuu
Y TIATOJIOTUH JIPYTUX KU3HEHHO BKHBIX OPTAHOB;

VY3U oprano manoro taza (mamee — OMT) — MeIUIMHCKHE TIOKA3aHMS JJISl TPOBEICHUS
Y KPaTHOCTh MCCIICIOBAHUS OMPENEISIIOTCS MHIUBUYaTbHO B TIPOIECCE JICUCHUS JITIS1 BBISIBIICHUS
rernaTrocIuieHOMeraiuy, TuM¢aeHONaTHH U MATOJOTUH APYTUX KU3HEHHO BaKHBIX OPraHOB;



pentrenHorpadus (nanee — Rh-rpadus) opranoB rpymnorn wietkm (manee — OI'K) —
MCIUIIMHCKHUC IIOKa3aHus AJId TIPOBCACHU A " KpaTHOCTb HUCCIICO0BaHUA OIMPCACIIAIOTCA
WHIUBUAYAIbHO, ISl UCKIIIOUEHUSI TOPaKEHUs JIETOYHOW TKAaHU W OPraHOB CPEJOCTEHUs Kak
BOCTIAJIUTEIHHOTO, TAK M HEBOCHAIMTEIHLHOTO XapaKTepa;

KoMmmbloTepHass Tomorpadguss OI'K— MemunuHCKHME TIOKa3aHWs ISl TPOBEICHUS
" KPATHOCTb MUCCJICHOBAHUA ONPCACIIAOTCA HWHAUBUAYAJIBHO, IS UCKIIIOYCHUA IMMOPAKCHUA
JIETOYHOM TKaHM M OPTaHOB CPENOCTEHMsI KaK BOCHAIUTENBHOIO, TaK M HEBOCHAIMTEIHLHOTO
XapakTepa,

acruparioHHas OHWOIICHS KOCTHOTO Mo3ra (MuesjorpamMma, UMMYHO(EHOTHITUPOBAHHE,
I_[I/ITOFGHGTI/I‘IGCKI/Iﬁ aHaJInu3, MOJIeKy.H}IpHO-I‘eHeTI/I‘IeCKI/II\/’I aHanm)— MCOUIIMHCKHUEC IIOKA3aHUA
JUIS IPOBENIEHUS, TepedyeHb  00sA3aTeNbHbIX MapaMeTpOB U KPaTHOCTh  MCCIIEIO0BaHUS
OIMPCACIIAOTCA HHANBUAYAJIBHO.

IIpunoxenue 1

K KIIMHAYECKOMY TIPOTOKOITY «JnarHoctuka
1 JICUCHUE TIAIIUECHTOB (B3pPOCIIOC HACEIICHUE)
C MHUEJIOIUCIUTACTUICCKIUMU CUHIPOMAaMI)

Kanaccupuxauus MIC no BO3 2017 r.

Neo Mucnnasns, | Luronenus® o Brnactet B KM u IIK,| OcobGeHHocT
- BapuanTt KOJIMYECTBO | KOJIMYECTBO KC, % o KapHoTHIIa
POCTKOB POCTKOB
1 MAC c nmuneiiHOM 1 1-2 <15 (<5)*** KM <5, TIK <1, UTro6oii, kpome 5q-
ImucTuTazue™ * mayo4ku Ayaspa —
HET
2 MIC 2-3 1-3 <15 (<5)*** KM <5, TIK <1, UTro6oii, kpome 5q-
C MyJIbTHIIMHEHHON mayo4ku Ayaspa —
mucIuia3uei HEeT
MJIC ¢ KC
3 MJC-KC 1 1-2 >15 (=5)*** KM <5, TIK <1, JTro6o0i1, kpome 5q-
U TUHEHHOU nanouku Ayspa —
mucIuia3uei HEeT
4 MIC-KC 2-3 1-3 >15 (=5)*** KM <5, TIK <1, JTro6oi1, kpome 5q-
U MyJIbTUIMHEHHON nanouku Ayspa —
mucIuia3uei HET
5 MJC 1-3 1-2 Her nnu mr060e KM <5, TIK <1, 5q- +/-1
C M30JIMPOBAHHOU KOJIMYECTBO  [MANOYKu Ayspa—  |[100aBovHas
menerel JITMHHOTO HET aHOMaIHS
TIedya 5 XpOMOCOMBI 3a NCKITIOUYCHUEM —
7/7q-
MJIC ¢ u30bITKOM 0J1aCTOB
6 MIC-Ub-1 1-3 1-3 Her wimm mo60oe KM <10 (5-9), ITIK Jlro6oit
Kom4uecTBO  [<5 (2—4), majouyku
IAyapa — HET
7 MJC-UB-2 1-3 1-3 Her nmm mro6oe [KM 10-19, IIK 5—  JTro60it
KOJIMYECTBO 19, manouku
Ayapa —/+
IMJIC HexnaccupuImpyemblid
8 |c 1% 6mactos B IIK 1-3 1-3 Hert niu mr06o0e KM <5, UIro6oii
KoymuecTBo  [[IK = 1#%%*
nanouku Ayspa —
HEeT
9 [c TUHEHHOM 1 3 Her niu mr060e KM <5, TIK <1, UTro0oit
ImucIIa3uei KOJIMYECTBO  [MANOYKH Aydspa —
W MaHIUTOIICHUEH HEeT
10 |Ha ocHOBaHUU 0 1-3 <] SxFEkE KM <5, TIK <1, MIC
[UTOr€HETUYECKUX manouku Ayspa—  [aHOMaJUp™ * %%
M3MEHEHUH HET

* Vposenb Hb <100 /1, konmumuectBo Helrpoduios <1,8 x 109/1, TpombonuToB <100 x 109/1, MOHOIIUTOB
<1,0 x 109/1.



** Jlucruiasus CUMTAeTCs 3HAYUMOM, KOTIa MPU3HAKHU TUCILIA3UH BhISIBIICHBI B >10 % KIIETOK SpUTPOHMIHOTO,
IpaHyJIOHUTAPHOT0, METaKapHOLUTAPHOTO POCTKOB.

**% [1pn Hannunu mytanmu B rene SF3B1.

**%** Ecnu Omactsl B [1K onpenencHsl B 2 1 0oiee UCCICTIOBAHUSX.

**¥%%% Ecimn KC >15 %, to 310 MJIC ¢ KC 1 nuHeiino# auciuia3ueii.

AR AHOMANTMM KapHOTHIIA, Hanboee acto Berpedaromuecs mpu MJC: —5/5q-, —7/7q-, m30xpomocoma
179/t(17p), —13/13q-, 11q-, 12p—/t(12p), 9q-, idic(X)(q13), t(11;16), t(3;21), t(1;3), t(2;11), inv(3)/t(3;3), t(6;9).
Anomammu kapuotumna +8, 20q-, —Y 6e3 Mop(OJIOTHUECKIUX KPHUTEPHEB HE SBISIOTCS MOBOJAOM BEpU(PHIMPOBATH
MJIC.



[Ipunoxenue 2

K KIIMHIYECKOMY TIPOTOKOITY «J{narHoctuka
Y JICYCHHE TTAIIMEHTOB (B3pPOCIIOE HACEIICHNE)
C MHEJIOTUCTUIACTUICCKUMHU CUHIPOMAaMU)

Aaroput™m guarnoctuku MJIC B opranusanusix 3ipaBooXpaHeHNs Pa3IH4HOr0 YPOBHS

Ne Oranbl 3amaun OprauH3ainst 3pasooX paneHus O06Bem nuccneqoBaHmi
n/m 1 BpPa4H-CHECTIHATHCTHI
1 [[lepBuuHOTO CKpUHUHTA |BBIABIICHHE MAIIMEHTOB C IUTONICHUYECKUMH [PaliOHHBIHN, ropojackol (Bpaun  |[COOp aHaMHe3a (XMMHOTEPAITHS W JTydeBas TEparus B MPOILLIOM, CITydan
CHHIpOMaMH ¥ KIIMHUYECKUMU TIPOSIBICHUSMH [TF000H CriennaabHOCTH IMJIC/OMJI B cembe, peluaIuBUAPYIONINE HHPEKITNOHHBIE 3a00JICBaHUS WIIH
MJC; aMOYIaTOPHO-TIOTUKIMHIYECKHUX [FTEMOPPArnIeCKUil CHHIPOM).
0O0CHOBaHME HEOOXOIMMOCTH U HAIIPaBIICHHUE [ CTAIlMOHAPHBIX opranm3annii  |PusmkanbHOE 00CcIe0BaHHE.
MaIMeHTOB, HYKIAIOITUXCS BIPaBOOXPAHEHNS) OAK ¢ mosic4eToM KOJIMYECTBA TPOMOOITUTOB, JISHKOIIUTAPHON (hOPMYIIHIL.
B JOMOJHUTEIEHOM 00CIICIOBaHUH, IBAK: oOumii 6e0K, MOYCBHHA, KPEaTHHUH, OWIMpyOuH, menouHas gocdarasza, ACT,
Ha CJIEAYIOIIMIA Tan AJIT, JIIT, xene3o
2 |YriryOneHHOro KIMHUKO- [YTiIyOJIeHHOE KIIMHUKO-1a00paTopHoe O0nacTHbIE, TOPOJICKHUE OAK c noncueTom KosimyecTBa TpOMOOLIMTOB, PETHKYJIOLUTOB, JICHKOLUTAPHON
mabopaToOpHOTO M MHCTPYMEHTaJIbHOE 00CiIeI0BaHNE (remMaToJoTHYeCKHe OTACNEHHS, ((POPMYJIbI, MOP(OIOTUUECKOI OLIEHKOH.
M MHCTPYMCHTAJILHOTO | BhIsABIcHUE MJIC-acconunpoBaHHbBIX KaOMHETHI) IBAK: uccrnenoBanue ypoBHs heppuTHHA, ab0yMUHA, TIO0YITHHOB;
oOce10BaHMs KPUTEPHUEB; MCCIICIOBAaHKUE YPOBHS BUTaMuHa B12;
000CHOBaHKE HEOOXOJUMOCTH U HaIpaBJICHHUE MCCIICIOBAaHHUE YPOBHS (DOJTUCBON KUCIIOTHI,
MalMeHTOB HA CIICAYIOUIMN Tall ompeneneHue aHTUreHa Bupyca renatuta B (HBsAg) B kpoBw;
ompenenenue anTuTeN kiaccoB M u G k BupycHoMy rematuty C B KpOBH;
oTIpesieNieHre aHTuTeN K OneaHoi Tpenoneme (Treponema pallidum) B chiBOpoTKe
KPOBH;
OTIpesieieHre aHTUTEN K BUPYCY MMMYHOIS(HIINTA YeIOBEKa B KPOBH;
(bubporacTpo Iy 0 ICHOCKOIIHS;
KOJIOHOCKOITHS;
'Y3U OBIT;
Y31 OMT;
Y3U numMpaTHdecknux y3ios;
'Y3U muTOoBUIHOM JKEIe3bl;
Rh-rpadus OI'K;
acniupannonHas ouoncust KM
3 |IuddepennmanpHON Knrauko-nmabopaTopHoe U HHCTpyMeHTanbHOoe (O0IacTHBIE, pecyOIMKaHCKHE —|HCCieIOBaHuEe MMMYHOTI00YIMHOB Kitacca M u G k Bupycy Dmmteitaa-bapp;

ITHAaTrHOCTHKH M moa0opa
Tepanuu

0OcIe10BaHIE MAUEHTOB C LENbI0

imn hepeHMaIbHON THarHOCTUKH,
BepU(pUKAIINN JUArHO3a,;

MoA00p M KOPPEKIHS HHANBUAYAITBHON
[pOrpaMMBbl Teparunmy;

MEIUIIMHCKOE HaOJII0/IeHNE MAllUeHTOB

c panee BepudunmpoBanusM MJIC;
co3ianue 0a3bl M aHAIN3 IAaHHBIX MAEHTOB
c MJIC anst nzyuenus npodaemsl MJIC

(TeMaToJIOTHIECKUE OTICIICHNS)

MCCIIeIOBaHNEe UMMYHOTJIOOYITMHOB Kitacca M 1 G K IIMTOMETaIOBUPYCY;
McClIeIoBaHNE YPOBHS BUTaMuHa B12;

MCCIIeIOBaHNE YPOBHS (HOJIMEBON KHUCIIOTHI,

MCCIIeTOBaHNE YPOBHS SPUTPOIIOITHHA;

acrniupanronnas ouorncus KM;

OunatepanbHas TPEIAHOOMOIICHS IEPEAHUX WM 33 JHUX OCTCH MOJB3OIIHBIX KOCTEH;
MoJieKyJsipHO-TeHeTnueckoe uccneaoanue [1K nin KM s BeisiBieHust Mmytauuit
reroB (SF3B1, TP53, ASXL1, ETV6, RUNX1, GATA2, DNMT3A, TET2, IDH1/2

u 1pyrue)




1 YCOBCPLICHCTBOBAHUSA MCHI/IHI/IHCKOﬁ
IIOMOIIIH




IIpunoxenue 3
K KIIMHAYECKOMY TIPOTOKOITY «Jnarnoctuka
1 JICUCHUE TIAIUEHTOB (B3POCIIOC HACEIICHUE)
C MHUEJIOIUCIUTACTUICCKIUMU CUHIPOMAaMI)

NHaTepHanuonaibHasi nporuocruyeckas meajaa IPSS-R 2012 r.

n bast

porHOCTHYECKHE (PaKTOPhI 0 0.5 | 1.5 > 3 4
Kapuotun OYEHb - XOpOoUIHi - MPOMEKYTOUHBIH | IIJIOXON | OUYEHb
XOpOIIHUH IJI0XOMU

IbiacTel B KOCTHOM Mo3re, % <2 - 2,149 — 5-10 >10 —

Hb, r/n >100 - 80-99 <80 - - -

TpomGouuter, x10%/1 >100 50-99 <50 - - - -

Heitrpodunsl, x10°/1 >0,8 <0,8 — — — — —

Bapuant kapuoTuna

I[aHHLIe OUTOICHCTUYCCKOI'O UCCIICA0OBAHUA

04YCHb XOPOIIUN

-Y, del(11q)

B BHJe 3 abeppanmid

XOPOTIHIA HopMma, del(5q), del(12p), del(20q), aotinsie ¢ del(5q)
[TPOMEKY TOTHBII del(7q), +8, +19, i(17q), mrobas npyras H30JIMpOBaHHAS VI ABOWHAs abepparust
[LTOX O -7, inv(3)/t(3q)/del(3q); nBoitabIe ¢ -7/del(7q), KOMIUIEKCHOE HapyIIeHHE KapHOTHIIA

OYCHB IUIOXOH

KOMIUIEKCHBIN KapHoTHUII (>3 abepparuii)




[punoxenue 4

K KIIMHIYECKOMY TIPOTOKOITY «J{narHoctuka
Y JICYEHHE MAIUeHTOB (B3POCIIOE HACEICHHE)
C MHEJIOANCIUIACTHYECKUMHI CUHAPOMaMI»

Auaroput™m Bbei0opa Tepanuu M/IC Ha ocHOBe OLICHKH IPyNIIbI PUCKA

MIC
/ BITEPBLIE BBIABJIEHHEII \
HU3KUH PHCK BBICOKHIA PHCK
IPSS-R ouens HH3KHA H HHIKHE pHCK [PSS-R npomesxyTounsti, BEICOKHT, 096HE BRICOKHHA PHCK
F ]

PHCK HeOnarompuataoro mporaoza: CD38 <50%; compl =3 ECOG

pHck TpanchopManun B ocTpsiit aefikos: CDT1 265%; CD13 >75%; <3 =3

PHCK HeONaronpUAaTHOTO MPOTHO2a Moce Tpanchopyanuy: | |

CD33 =30%; compl =3 | HLA-gomop l Tepamma nogzepranns

| | | KadecTBa AHIHH
| I | I HEL. e 1 MG
[ [
| ECOG | baactar 8 KM baactar e KM PHCE HEOMIAT ONPHATHOT O MPOTHOA:
ERENR =3% | <% <10% [ =10% CD38 <50%; compl >3; puck
[ [ [ [ TpaHChOPMANHH B OCTPEIH TefiKo3:

Tepanns del(5q) = | TMA | [cxensr || CD71265%: CD13 >75%; prck

nozaep- | | HLA-gonop abeppatine oJHodl AedeHHS | | HEOMATONPHATHOIO MPOrHO3a MoC/e

HAHHA I | XPOMOCOMEL OMII TpanchopManun:

xagecteal | Jla Het (xpome 7-#) wm [ MA | |CD33 <30%; compl =3

AHIHH | | - |

A [He ] [& ] | [;.;a Her
[ | amto-1TCK ' |
axte-TICK AICamm [-KCP | |Temammgomma CXEMEI TeTeHHA
wam JCT OMJI s TMA 'MA
amm [MA




IIpunoxenue 5

K KIIMHAYECKOMY TIPOTOKOITY «Jnarnoctuka
1 JICUCHUE TIAIUEHTOB (B3POCIIOC HACEIICHUE)
C MHUEJIOIUCIUTACTUICCKIUMU CUHIPOMAaMI)

HMIkana ECOG /19 OlleHKH COMATH4Y€eCKOr0 CTaTyca NalHeHTa

No
i Bannbt CocrosiHie NalnueHTa
1 0  [[TarueHT DOJHOCTBHIO aKTMBEH, CIIOCOOEH BBITIOJIHSITEL BCE, KaK 1 10 3a00eBaHus
2 1  [[TanueHT HECTIOCOOCH BBIMONHATH TSAKEIYI0, HO MOXET BBIITOJHSATH JICTKYIO HIIM CUASYYIO padoTy
(Hampumep, JETKYI0 JOMAITHIOK HUITH KaHIEIIPCKYIO paboTy)
3 2 [[TamueHT Ie9nTCS B aMOYJATOPHBIX YCIOBHSIX, CIIOCOOEH K CaMOOOCITY)KHBAHHIO, HO HE MOYKET
BEITONTHATE padoty. Bonee 50 % BpemeHu 00IpCcTBOBaHMS MPOBOJUT aKTHBHO — B BEPTHKAIEHOM
[OJIOKEHUH
4 3 [[TammeHT criocoOeH JIMITh K OTPAaHHYEHHOMY CaMO00CTy)KHUBAaHHUIO, IPOBOANT B KPECIIE WITH IMTOCTEIN
6oee 50 % BpemeHH 00IPCTBOBAHHS
5 4 |MHBa)IM], COBEPIIEHHO HE CIIOCOOCH K CaMOOOCITY KMBAHHIO, MPUKOBAH K KPECITY W TOCTEITH
6 5  |Cmepth

[Ipunoxxenue 6

K KIIMHAYECKOMY MPOTOKOITY «J{narHoctuka
1 JIeUeHNE NallMeHTOB (B3pOCIOe HACENICHHE)
C MHEJIOANCIIIACTHYECKUMH CHHAPOMAMIDY

AJITOpUTM BHIOOpPA peKUMA SIMIIUPUYECKON AHTHOAKTEPUAJILHON Tepanuu y NalueHTOB

NpH pasBUTHH (PeOPHUILHOM HEHTPONeHUH




Kpurepun BeiOOpa peskiMa SMIHPHYECKOH aHTHOAKTEPHAILHON Tepari;
1

K(]J'[(]H'[-13E'1LI,IIH HIIH HH('IJEIELI,HH B aHAMHEIC MOTHPEIHCTEHTHRIMH H 3IKCTPEMANBHO

PE3UCTEHTHBLIMH MATOrEHAMMH.
2. Cucremuoe npumMerenue uedanocnoputos -1V nokonenns B npeasiayiimue 6 Hepelb.
3. Aano-TI'CK seinonHeHa MeHee OOHOTO roaa Hazam,

4. Ocrpast MK XPOHHYECKas Peakilus «TPAHCIUIAHTAT NPOTHE XO3AHHAY.

5. Ilporpeccud reMaTolOrH4Yeckoro sabonesatms

'

W

Orcyrerene kpuTepues souibopa

Hanu4ie 0qHOro HIH HECKONBKIX
KpPHTEpPHER BHIGOpa

Y

D]

Y mepennnlii puck:
3CKATAIHOHHBIA PEKIHM

Bricoknii puex:
AeacKalalHOHHBIH PeiEHM

M{)HO‘T@I].RITI-II{ HITH
AMMHOIIMKOZHAAMM.
MropxuHOIOHEL HHNpORIOKCALHH

KOMOHHALHME  ©

W W
Lledanocnopunst HI-1V nokonenus:
uedTazuanM, uedonepazon/cyTeDaKTaM, -
! Cl') B "e{l} P Y Bricokue OO3 b1 KapOaleHeMOEB:
uedenum Wi
; MEPOTICHEM, HMHHCHEWUHIIRCTHTHH._
mmcpammmmﬁasoﬁamam B

AOPHITEHEM B MﬂHﬂTEPHl’IHH HIH B
KoMOHHA LHMH ¢ KOOHMCTHHOM

Karetep-acconmupopanHas HHPEKINA

Kononniauua MeTHUHILIHH-PE3HCTEHTHBIM
F0N0THCTEIM CTAPHIOKOKKOM, BAHKOMHLIHH-
PE3NCTEHTHRIM SHTEPOKOKKOM

N

HoGaeaenne anTi-rpam(+):
= BAHKOMMLIMH, THHE3OMH,
TEHKONMAHHH HIH JanTOMHLHH

lNemogHHAMMYECKH HECTADMIBHBIE NALMEHTEI
K IHHHKO-PEHTIEHONOMMYECKH IMTHEBMOHHA

A
W W W W
JcKanauus [lponomxenne Hanexeiimas [Mponomxenune
{(pacimpenne s exTHRHOIH ICKATALHA spexTurHOI
CTIEKTPa) B Cay4ae TEpPAnuu B cay4ae AHTHOAKTEPHAIIBHOI TEPANUH B CIy4ae
OTCYTCTBHA TEPANEBTHYECKOTO || W NPOTHBOTPHOKOBOH || TEpPameBTHYECKOro
TEPANEBTHHECKOTO adpexta TEPATHIH, atpcpexta
atpipexta pacLIHpeHHe
JHArHOCTHYECKHX

[Ipunoxxenune 7

K KJIMHUYECKOMY MPOTOKONY «/lnarnocruka
1 JICUCHUE TIAIUEHTOB (B3POCIIOC HACEIICHUE)
C MHEJIO/IUCTUIACTUIECKUMH CHHIPOMAMID)

OntumanbHbIe pe:KUMbI 103MPOBAHNS OTAEIbHBIX AHTUOMOTHKOB IIPH CHCTEMHOM
NMPUMEHEHHUHU Y MAIUEHTOB ¢ (eOpUILHON HelTPoneHuen

Ne

AHTHOHOTHK
/1

Pexxum nozupoBanust

1 [Meponenem

ITo 2,0 r kaxpie 8 gacoB B 100 M1 H30TOHUYECKOT'O PAacTBOPa XJIOPHUIa HATPHUS

BHYTPHBECHHO KaIleJIbHO B BHJE MPOJICHHBIX 3-9aCOBBIX HHY3HUH

2  |muneneM/1unacTaTul

ITo 1,0 r (mo nmunieHeMy) Kaxkasie 6—8 gacoB B 100 M H30TOHHYECKOTO

dCTBOpa XJiopuda HaTpus BHYTPUBCHHO KallCJIbHO

3 |dopuneHem

ITo 0,5-1,0 r xax/able 8 YaCOB BHyTPUBEHHO KaleIbHO B BUJE MPOJJICHHBIX 4-

4acoBbIX HH(Y3UI




4 |KosucTUMeTaT HATpHs 3arpy3ounas no3a (MuiH ME) = macca tena (kr) / 7,5 (ae 6omnee 12 mma ME),
(KOJIMCTHH) 3aTeM uepes 24 yaca nojuepxusatomas n1o3a (itH ME) = (kiampenc
kpeatuHuHa (Mi/MuH.)/10) + 2, B 2—3 BBeICHUS B CYTKH

5 [unepaummiun/tazobakram [[To 4,5 r (0,5 mo TazobakTaMy) Kakable 8 4acoB BHYTPHBEHHO KalleJIbHO B BUJIE

[POJUICHHBIX 4-4acoBbIX HH(Y3HI
6 [Ledomnepaszon/cynpbaktam  [[To 4,0 T (2,0/2,0) kaxnapie 12 4acOB BHYTPUBEHHO KaleJIbHO B TeueHHe 60 MUH.
7 |Hedrazuoum 3arpy3ounas n03a 2,0 r, 3aTeM HenpepbIBHAs BHYTpUBEHHAs HHPY3us 6,0 r

B TeueHHe 24 4acoB

8 [|Hedennm ITo 2,0 r xax/asle 8 4acOB BHyTPUBEHHO KANEIbHO B BUJE NPOJJICHHBIX 3-

4acoBbIX MH(Y3HI

9 [Moxkcuduokcaua ITo 400 Mr xaxkaple 24 yaca BHyTPUBEHHO KaneabHO B TeueHue 60 MuH.

10 |Amuxauux 15 mr/kr/cyT kaxple 24 yaca BHyTPUBEHHO KalleJbHO B TeueHne 60 MuH.

11 [FenTamunun 7 Mr/kr/cyT Kakaple 24 4acoB BHYTPUBEHHO KalleJlIbHO B TeueHune 60 MuH.

12 |[KinuHaaMuAnuH 0,9 r kaxxapie 8 4aCOB BHYTPUBEHHO KareJIbHO

13 |BankoMuIuH ITo 2,0 r uepes kaxzaple 12 4acoB BHYTPUBEHHO KalleNbHO B TeueHHe 60 MUH.

14 lunesonun ITo 600 Mr xaxkable 12 4acoB BHYTPUBEHHO KamnenbHO B TeueHue 60—120 muH.

15 [TefikoruranuH ITo 400 Mr kakapie 12 9acOB BHYTPUBEHHO KalebHO B TeueHue 30 MUH. —

nepsble 3 nHs; 3aTeM 1o 400 M BHYTPUBEHHO KaleJIbHO Kaxable 24 Jaca

16 [lanToMunuH [To 6 Mr/kr/cyT B 0/IHO BBEJICHHE BHYTPUBEHHO KaneJabHO B TedyeHue 30 MuH.

17 (Tureuukaux Harpy3ounas no3a 100 mr BHyTpuBeHHO; 3aTeM o 50 mr kaxasle 12 yacos

BHYTPHBEHHO KanenbHO B TeueHue 30—60 mMuH.
IIpunoxenue 8
K KJIMHHUYECKOMY IPOTOKONY «Jlnarnoctuka
1 JICUCHUE TIAIIUEHTOB (B3POCIIOC HACEIICHUE)
C MHUEJIOAUCIIIACTUYECKUMU CUHAPOMAaMID)
Onenka 3¢ppextuBHoctn Jedyenns MAC no IWG 2006
No
i Pesynbrar neuenus Kpurepuu

1 [[Tonnas pemuccus KM: <5 % 61acTOB C HOPMAJIEHBIM CO3PEBaHUEM BCEX THIIOB KJIETOYHBIX
UTMHUIT; BO3MOKHA MEPCUCTHPYIOIIAs JUCILIA3Hs;

ITK: Hb >110 r/n, Tpom6ormTer >100 x 109 /1, Heitrpodmnsr >1,0 x 10%/1,
6nacte1 0 %

2 [YacTuUdHAsS PEMHUCCHS Bce kpuTepun MOJTHON pEMUCCUH COOJTIOIAIOTCS 32 UCKIIOYEHUEM TOTO, YTO
KosmmaecTBO O1actoB B KM cumsmitock Ha 50 % u 6oiee OT MCXOIHOTO
3HAYCHHS, HO ocTaeTcs >5 %;

KJICTOYHOCTh ¥ MOP(OJIOTHS HE aKTyaIbHEI

3 [KoctHO-M03roBas pemuccust |[KM: <5 % 0J1acTOB M MX KOJHYCSCTBO B MPOILECCe Tepanuu CHU3mIoch Ha 50 %
1 Gojiee OT NCXOJHOTO 3HAUCHHS;

IK: ecnu HabIIOHAETCS TEMATONIOTMUECKOE YITYUIIEHUE, €0 CIIETYET
100aBISITh K KOCTHO-MO3TOBOH PEMHUCCHHU

4  |Crabwimzanus OTCcyTCTBHE KIMHUYECKUX U J1a00PaTOPHBIX IIPU3HAKOB IPOrPECCUPOBAHUS
B TeueHHe >8 Helelb

5 |be3 apdexra (Heynaya) UletasipHbIi Hcx0x Ha (POHE TEpanuy MM NPOrPECCUPOBAaHUE 3a00JICBaHUs,
XapaKkTepu3yolieecs yriryOieHreM HUTOIICHUH, YBEIIMUCHHEM MTPOIIEHTa
omactoB B KM, Tpancdopmarueii B 6onee HeOmaronpuatHeii Bapuant MJIC
(TI0 CPaBHEHHMIO C TEM, YTO OBLI JIO TEPAITUH) WU OCTPHIHN JIEHKO3

6 |PerunuB mocite monHOM ik [HeoOxoaumo Hanmwaue XOTs ObI 1 U3 ClIeyroImuX MPrU3HAKOB:

MaCTHYHOHN peMHUCCUH MPOLEHT OJIACTOB BEPHYJICS K NCXOJHOMY 3HAUECHHIO 10 JICUCHNUS;
cHIbkeHune Ha 50 % 1 GoJiee 0T MaKCMMAaIbHOTO KOJIMYECTBA TPAHYJIOIHTOB
VT TPOMOOIIMTOB;
cHIKeHHe KoHIeHTpanuy Hb Ha 15 /1 1 6otee wiin mprcoeAMHEHNE
3aBHCUMOCTH OT NEepeNUBaHUI

7 [IuTOreHeTHYEeCKUil OTBET [TosHbIi: HCYE3HOBEHHE XPOMOCOMHBIX U3MEHEHUN U OTCYTCTBUE HOBBIX
HacTHUHBINA: yMEHBILIEHHE KOIUYECTBA KIETOK C XPOMOCOMHBIMU
HapyleHus MU MUHUMYM Ha 50 %

8 [IporpeccupoBanue /1151 MaIMeHTOB ¢ KOJIMYECTBOM OJIacTOB:

3a00JICBaHMS <5 % — yBenuuenue Ha 50 % u Oonee, T.e. 6onee 5 %;

5—10 % — yBenuuenue Ha 50 % u Oonee, T.e. 6osee 10 %;

10-20 % — yBenuuenue ua 50 % u 6onee, T.€. 60mee 20 %;

20-30 % — yBenmmuenue Ha 50 % u Gonee, T.e. 6omee 30 %.

Hanuuwre 11000r0 U3 CICAYIOMIMX MPHU3HAKOB:

CHIDKCHHE KOJIMYECTBA PAHYJIONUTOB HIIM TPOMOOIMTOB KaK MUHIUMYM




Ha 50 % OT MaKCHMaJILHOTO 3HAYCHHUS;
cHiKkenue koHueHrpauu Hb va 20 /1 n Gonee;
3aBHCHUMOCTbH OT MEPEIHBAHUN

9 [Femaroioruueckoe Kpurepun oTBeTa (OTBET JOJKEH COXPAHATHCS HE MEHEe 8 HeJlelb)
yJIydIIeHue
10 [Opurpounnsiii orBer (McxonHol[loseimenue Hb na 15 r/n u 6onee.
menee 110 1/m) CHkeHHe adcooTHOro unciia eaunun nepenusaemoit OKK, no kpaiineit
Mepe, Ha 4 eIUHUIIBI B TeUCHNE 8 HENeNb, 10 CPABHEHHUIO C HCXOAHBIM YHCIOM
MepeTMBaEMBIX €IMHHUII 32 MPEANICCTBYIONNE § HEICIb.
[Tpu onienke nHTeHCHBHOCTH NepenuBanuil DKK HE0OX0IMMO yUUTHIBATH
nepenruBaHus, BRIMONHEHHBIE pu Hb <90 r/n
11 {TpomOommTapHBIiA OTBET AGCOIOTHOE YHCII0 TPOMOOLUTOB yBenuauBaercs >30 x 10%/1, mpu ncxomHbIx
(ncxomxuo menee 100 x 10%/1) BHauenuax conee 20 x 10%/1.
Veenuuenue ¢ Menee 20 x 10%/1 mo 6onee 20 x 10%/1 u munumym Ha 100 %
12 |He#TpoduibHbIH OTBET 'VBenuuenue Ha 100 % u yBennueHue abCONMOTHOTO YHCIIa HEUTPO(DUIIOB
(ncxomuo menee 1,0 x 10%/n)  |mo 6onee 0,5 x 10%/n
13 [FemaTonoruueckoe /lokazaTenabCTBO XOTs OBl OJJHOTO U3 CIEAYIOIIMX PU3HAKOB:

[porpeccupoBaHUEe WU
[peLuIuB

cumkenue Ha 50 % u 6osiee OT MAKCHMAIBHOTO KOJIMYECTBA TPAHYJIOLHTOB
W TpOMOOLIMTOB;
caxkenrie Hb na 15 r/a u 6oee;

3aBUCUMOCTD OT HIEp eJIUBaHUMI




