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CrMcoK coKpaleHuMn

Anno-TI'CK — TpaHCIZIaHTaLMS aJIJIOT€HHBIX TeMOITO3TUYeCKUX CTBOTOBBIX KII€TOK
AJIT — anaHMHaMMHOTpaHCcdepasa

Antu-IJHK - antutena k JHK

ACJI-O - auTtucTpenTonusuu-0

ACT - acnapraTamMuHOTpaHcdepasa

ATT — aHTUTUMOIUTAPHBII ITIOOYINH

AT-TTIO - aHTHUTeNa K TUPEOUTHOI ITepoKcHuIa3e

AYH - abCcoII0THOE YMCI0 HEMTPODUIOB

AUTB - akTMBMPOBAHHOE YaCTUYHOE TPOMOOIIACTUHOBOE BPEMSI
BJIPC - 6eTa-/1akTaMasbl pacIiypeHHOro CliekTpa

BUY - Bupyc uMMyHOmedUIMTa YeIOBeKa

BKJI — BO/10CaTOK/I€TOUHBIV JIETIKO3

BO3 - BcemupHas opranmsanusi 34paBoOXpaHeHMst

M@ - runokcueit MHAYIIMPOBAHHBIN (haKTOP

[-KC® — peKOMOVHAHTHBIN YeJI0BEeYeCKIMIi TPAHYIOLUTAPHbIN KOJTOHUECTUMYIUPYIONIV GaKkTop
I'CK - reMoImosTuueckie CTBOJIOBbIE KJIETKN

IOHK — me30KkcupubOHYKIeMHOBAsI KUCI0Ta

JKKT - >kenyA,0uHO-KUIIEYHbIN TPAKT

WB-1 — u36bITOK 6;7aCTOB- 1

VB-2 — 136bITOK 671aCTOB-2

UI'X — MMMYHOTUCTOXMMMUUYECKME METOAbI

NMT - nHpekc Mmacchl Tejia

NCT - mmmMmyHOCyIIpecCMBHAs Tepamnmst

KU - knuHuYecKkue UccieqoBaHMUsI

KM - KOCTHBIVI MO3T

KC - xonbl1ieBble cuaepob1acTbl

KT - xoMmmbioTepHast ToMorpadust

JINI, — nuHeiHas OMCIUIas3sus

JIAT' — makTatoeruaporeHasa

M, — MynbTUAMHEHAas OUCIUIa3Us

M/C - MuenoaucIuiacTudeckuii CMHIPOM

MIIC-5q — MZIC ¢ M30/1MpOBaHHOI Aeelyeii [JIMHHOTO Iieva 5-i1 XpOMOCOMBI
MIC-H - MJIC HeknaccubuIMpyemMbiit

MJILI — MaJjible DO3bI ITapabuHa



MOB — MUHMMaJIbHasI OCTaTOUHAs 60JIe3Hb

MPT - MarHMTHO-pe30HaHCHas ToMorpadust

OB - 06111251 BbDKMBAeMOCTb

OJI - ocTpblii 1€1iK03

OJIJT - ocTpblit mMQpO6IaCTHBIN JIeK03

OMUJI — oCTpbIli MUETOUIHBIN JIeITKO3

K - mepudepryeckast KpOBb

[THT - mapokcu3MasbHast HOUHasi FeMOTJIOOUHYPUSI
[1P — monHast pemuccust

[IXT - nmonmuxumMmoTepanmsi

[P — nonmepa3Has 1jenHas peaxkius

CPB - C-peaKkTUBHbII 6eI0K

T3 — TpuitogTUPOHMH

T4cB — TUPOKCUH CBOOOIHBII

TKM - TpaHCIUIaHTauys KOCTHOTO MO3Tra

TTT — TMpeOoTpPOIHbI TOPMOH

VI — ypoBeHb IOCTOBEPHOCTU OKA3aTEIbCTB
V3U - ynpTpa3ByKoBOe UCC/ielOBaHNe

VVYP - ypoBeHb yOeauTeIbHOCTY PeKOMeHIaInii
XT - xummoTrepanms

[THC - ueHTpasibHast HepBHas cucTeMa

[CA — nukiaocrnopux A

YP — yacTuuHas peMuccus

9BB - Bupyc dnurreiina-bapp

OI'IC - 330(aroracTpomyo1e HOCKOIINSI

OKT - snexTpokapauorpadus

9110 - 3puTpono3TMH

OIICII - 5pUTPOIIO33CTUMYINPYIOLIME TTperapaThl

9x0oKT - sxokapauorpadus

EBMT - EBporeiickoe 06IIeCTBO 0 TPaHCIIAHTAIMM KPOBY ¥ KOCTHOTO MO3Ta

FISH - droopeciieHTHas in situ ruGpuamsanys

Hb - remorno6mH

IBMTR - MeskayHapomHast 6a3a JaHHBIX PETMCTPOB II0 TPAHCILIAHTAIIMY KOCTHOTO MO3Ta

IPSS — nHTepHaLMOHATbHAS IPOTHOCTMYECKAS IIKasIa

IPSS-R - nepecMoTpeHHast MHTEpPHALMOHAIbHAS IPOTHOCTUYECKAs IKala

MDS-CI - crieunpnuHbIi MHAEKC KOMOPOUIHOCTHI



NCCN - HaimoHasbHast 00IeCTBeHHasI POTMBOPAKOBAst CEThb
WPSS — mporHocTuueckast mkajaa, ocHoBaHHast Ha BO3 kimaccuduraimm
** — JKU3HEHHO HeOOXOAVIMbIE U BasKHETIIINe JIeKapCTBEHHbIE ITPerapaThl

# — mpermapaT, TPUMEHSIIOMIMIICS He B COOTBETCTBMM C IOKA3aHMSIMMU K TIPUMEHEHUIO WU
MIPOTUBOTIOKA3AHUSIMY, CIIOCOGAMU TIPUMEHEHNUS U J03aMM, COAEPKAIMMUCS B MHCTPYKIUU 10
TIPUMeHEeHMUIO JIEKAPCTBEHHOTro pernapata (odd-eiibin)



TepMI/IHbI n orpene/JieHus

AHeMyyecKuUii CMHAPOM — aHeMUYyecKue 3Kanobbl (c1aboCTh, TOJIOBOKPY)KEHME, OfBIIIKA IPU
¢usnueckoit Harpyske, ceppaiiebueHue) MOTYT OBITb Pa3HON CTeNEeHM BBIPAKEHHOCTU U
BcTpeuatorcs B 80-90% cimyuaeB MIC.

B-cuMMIITOMbBI — CHVKEHME MacChl Tejia, cybhe6puinTeT B BeuepHee BpeMsl, OTIMBOCTh

Temopparmyeckuii CMHAPOM — KJIMHMYECKM 3HAUMMasi TPOMOOLMTOIIEHUSI B aHAIM3aX KPOBU
oTmMeueHa B 25-70% ciy4aeB, reMopparmueckye IposiBIeHusI B febioTe 3a601eBaHMs OTMEUYEHbBI B
15-30% (meTexuanbHble BbICHIIAHMSI HA KOXKe U CIM3UCTBIX, HOCOBbIE, JleCHEeBble, MaTOUHbIE,
TOYEeUHbIe U KeTyIOUHO-KUIIeUuHble KPOBOTEUEeHNMsI, KPOBOM3IUSHMS B CKJIePbl ¥ TOJIOBHOM MO3T)
Y OTPaKAIOT HE TOJIBKO CTEIEeHb TPOMOOLMTOTIEHNY, HO ¥ TPOMOOIIMTOIIATUN.

HOucnnasus (Ot rpey. dve dys — HapymeHue u TmAdOwo plaseo — obpasyio) — mMopdosornyeckme
OTKJIOHEHMSI OT HOPMAaJIbHOI'O Pa3BUTHS, BbISIB/ISIEMble Ha BCEX YPOBHSIX OT KJIETKU IO TKaHEN,
OpraHoB M OTAENbHBIX uvacTeil Tema. I[loj [AMCMUENIONO330M IOAPAa3yMeBAlOT JIlOObIe
KOJIMYECTBEHHbIE M KayeCTBEHHbIe HapylleHMs, KOTOpble OMpenessioTCsI B TeMOIO3TUYeCKUX
KJIeTKaX M KPOBETBOPHOM TKaHM KOCTHOTO Mmosra. [Ipm puddepeHnipoBaHHOM TMofCYETE
MMeJIOKapMoIMTOB B MMeJorpaMMe HeoOXonumo uccienoBath He MeHee 500 simpocomepskarmmx
KJIETOK KOCTHOTO MO3Ta, IIPY IOfIcCUeTe JIEMKOUUTOB B repudepndeckoil Kposu — He meHee 200.
JyarHocTuyecky 3HAUMMOV OUCIIa3yueli CYMTaeTCsl CUTyalMsl, KOT/Aa AOMS KIETOK € MpU3HaKaMM
mucrasuu npesbimaeT 10% ot 100 nmogcunTaHHBIX 3pUTpoKapmuonuToB, 100 TpaHy/IONUTOB U He
meHee 30 MerakapuoLuTOB.

NmmyHocynpeccuBHas Tepanusi (MUCT) — KOMIUIEKC Jie4eGHbIX MEePOIIPUSITUI, MPOBOIMMbIX
IO3TAaITHO B TeUeHMe roga u Oojee, BKIOUAmmmit mukiaocrnopud (L[CA), aHTUTUMOLMTAPHbIN
ro6ynmuH (ATT) u npyrue metoast VICT, TO3BOMSIIONINIT TOOUTHCS MAKCUMAJIBHO TOJIOKUTETbHOTO
addexTa 1 IIUTETHHOI BBDKMBAEMOCTY MAIVIEHTOB C TUTIOIUIACTUYHBIMU hopmamu MIIC.

NHbeKIMoOHHbIE OCIOKHEHUS — YBeIMUeH)e JacTOThl MHQEKIMOHHBIX octoxkHeHm (10-40%)
00YC/IOBIEHO HeliTporneHueit u nuchyHKIMel IpaHylIoIUTOB, KOTOPast MPOSIBIISIETCS] HAapylIeHeM
(aroumrapHoii agresmm, xemorakcucom. Hambormee yacTbiMy 13 MHQEKUVOHHBIX ITPOSIBIEHUNI
SIBISIIOTCSI OaKTepuanabHble MTHEBMOHMM, abCLeCcChl KOXKM M OMIIOPTYHUCTHMUECKMe WHGOEeKINN,
BKJTIOYAsT BUPYCHbIE, THEBMOIMCTHbIE, MUKOOAKTEPUATbHbBIE.

KocTHOMO3roBasi peMuccus — CHYKeHye GJIACTHBIX KIIeTOK B KOCTHOM Mo3re 5% 1 MeHee, U 9TO
CHIDKeHMe 6osiee ueM Ha 50% OT MCXOMHBIX 3HAUEHMIA, TIPU 3TOM B Iepudepndeckoil KpOBM HET
MTOJTHOTO BOCCTAHOBJIEHUST TIOKA3aTeseli TeMOTPaMMBbI.

Muenoaucminactuaeckuii cuaapom (MJIC) — reTeporeHHas rpymiia KJIOHAJIbHBIX 3a60/1eBaHMI
CUCTeMbl KPOBM, BO3HMKAIOUIMX BCJIENCTBME MYTalMy I'eMOIIOITUYECKOV CTBOJOBOM KIIETKU U
XapaKkTepusyolluxcs LUTOIeHuel, Kak pe3ynbTaT Hea(pdeKTUBHOrO reMoriossa, IMpuU3HaKamu
IVICMIMEIOT033a ¥ BBICOKMM PUCKOM TpaHchopMaLuu B OCTpbIit jgeiiko3 (OJI).

MIC ¢ nuHeliHOM ( OOHOMMHENHON) aucnnasuei —sapuadT MJIC, 1751 KOTOPOro xapakTepHa
OMHO-ABYX POCTKOBAsi IIUTONEHMs, , 0e3 yBeJIMUeHMS] TMPOIEHTa OIaCTHbIX KJIETOK B
nepudepnueckoit kpoBu (<1%) u koctHOM Mo3re (<5%), 6e3 yBeaMUYeHMs KOJIbLIEBBIX
CUIepo6aacToB M abCOMIOTHOTO MOHOI[MTO3a B mepudbepuyeckoii KpoBM, IIPU 3TOM AMUCILIA3US
6oree uem B 10% KIJI€TOK BBISBIISIETCS TOJIBKO B 1 poCcTKe KpoBeTBOpeHus. Hamboee 4acTo y 3Tux
Mal/eHTOB BeAyUIMM CUMIITOMOM SIBJISIETCSI aHEeMUSI.

MJC c xonbueBbiMu cupepo6nactamu (KC) u imHeiiHoOV (OOHOMMHEHOM) IucIiasuein —
Bapuant MJC, mjisi KOTOpPOTO XxapaKTepHa aHeMus, dYalle HOpPMO- WIM MaKpOLUTAapHOTO
XapakTepa; JUarHOCTMYECKM 3HAUMMbBIM SIBJISIETCSI OOHapyskeHMe KOJIbIEBbIX CUAEPOO6IacToB B
KOCTHOM MoO3re B 15% v 6ojiee OT KJIETOK KPaCHOTO PSiia, BHE 3aBUCYMOCTY OT HAJIMYMS MyTaIun
reda SF3B1, a Tipy ee HaJIMYMM OMArHOCTUUECKM 3HAUMMBIM SIBJISIETCSI OOHApykeHue 5 u Gosee
KOJIBIIEBBIX CUIEPOOIAcTOB; 6e3 YBeMMUeHMs IIPOIleHTa OJIACTHBIX KJIETOK B IepudepuyecKoii
KpoBU (<1%) u KocTHOM Mo3re (<5%), 6e3 abCOMIOTHOTO MOHOLIMTO3a B Mepudepuieckoit KpoBu,
TpU  3TOM J[AUCIUIA3Us BBISBJISETCS B KIETKaX KpacHOro pspa OGomee yem B 10%, B
IPaHYIOLUTAPHOM U MeTakapMOLMTapHOM POCTKaxX — MeHee ueM B 10%.



MIC ¢ KC u mynbTuaMHeNHONM aucniaasuei — BapuaHT MJIC, Iyt KOTOpOro XapakTepHa
LIUTOTIEHMS JII0O0 CTeTIeHM BbIPasKeHHOCTM; IUArHOCTUYECKM 3HAUMMBIM SIBJISIETCSI 0OHAPYKeHMe
KOJIBIIEBBIX CUAEPOOIACTOB B KOCTHOM MO3Te B 15% u Oojee OT KJIETOK KPacHOTO psiia, BHE
3aBUCUMMOCTH OT HaauMuus myTaiuu reHa SF3BI1, a nipu ee HaJIMUUM OTUATHOCTUYECKY 3HAUMMbBIM
SBJISIETCS OOHaApykeHMe 51 0Gojiee KOJIbIEBbIX Cuaepo6sacToB; 6Ge3 yBeIuYeHUs] IPOLeHTa
6JIaCTHBIX KJIETOK B repudepudeckoii KpoBu (<1%) u kocTHOM Mo3sre (<5%), 6e3 abCcoMOTHOTO
MOHOIIMTO3a B TIepudepuyueckoil KpoOBM, IPM I3TOM OUCIUIA3MSI BBISIBASIETCSI B  KIETKax
SPUTPOUITHOIO, IPAHYIONUTAPHOTO M/VJIY MerakapyouuTapHOTO POCTKOB 6osiee ueM B 10%.

MAC ¢ MyJIbTUIVHENHOV (MHOXeCTBeHHOI) auciuiasmeit — BapuaHT MJC, st KoToporo
XapaKTepHa IUTOMEHMUS JII000ii CTerleHM BbIPasKeHHOCTU, 6e3 yBeNMUeHMUsl MPOIeHTa GIacTHbIX
KJIETOK B Tiepudepuueckoit KpoBu (<1%) 1 kocTHOM Mo3re (<5%), 6e3 ab6CoMOTHOr0 MOHOILIMTO3a B
nepridepnueckoit KpOBU, IIPYU ITOM AMCITIA3KS BbISIBIsIeTCs 6osiee ueM B 10% KJI€TOK IBYX 1 Goee
POCTKOB KPOBETBOPEHMSI.

MJC ¢ n36biTKOM 6iacToB-1 — BapmanT MJIC, /11 KOTOPOrO XapaKTepHa LIMTOIeHMs 10607t
CTEeIeHM BbIPAKEHHOCTM 06e3 abCONMIOTHOTO MOHOIMTO3a, IIPY 9TOM 61acThl 6e3 rmajouek Ayapa B
nepudepnueckoit KpOBYU COCTABJSIOT MeHee 5%, a B KOCTHOM Mo3re — oT 5,0 mo 9,9%, mpoineHT
KOJIbLIEBBIX CMIEpO6IaCTOB MOKET GbITh JII060I, BHE 3aBUCUMMOCTM OT MyTaiuyu reHa SF3BI1, Tak
Ke, KaK M KOJIMYEeCTBO KJIETOK C AVCIIIa3Meii.

MJC ¢ n36bITKOM 6jacToB-2 — BapuaHT MJIC, 1j1s1 KOTOPOrO XapaKTepHa LUTOIEeHMs 060t
CTeeHM BBIPAKEHHOCTM 6e3 abCOoMITHOTO MOHOLMTO3a, IIPM 3TOM 0JacThl, BO3MOKHO C
rajioukamu Ayaspa, B mepudepinyeckoit KpoBU COCTABSIOT OT 5 10 19,9%, B kocTHOM mMo3Te — oT 10
Io 19,9%, mpoLEeHT KOJIbLEBBIX CHAEPOOIacTOB MOKET ObITh JII00OI, TaK K€, KaK ¥ KOJIMYECTBO
KJIeTOK C aucriasueii. B ciayuae, korma mpu MIC ¢ n36bITKOM 67acTOB-1 B 6/1aCTHBIX K/I€TKAaX
BBISIBJISIIOT MAJIOUKM Ayspa, BepuduiinpyioT auaruo3 MJIC ¢ 136bITKOM 61aCTOB-2.

MJIC ¢ uzonupoBaHHOI genenueii (5q) (MIC-5q-) — BapuanT MJIC, [Ij1s1 KOTOPOIO XapakTepHa
anemus (HB <100 r/in), yaille MaKpOUMTApPHOTO XapaKTepa, BO3MOKHO B COUETaHUM C HOPMaJbHbIM
VIV TIOBBIIIEHHBIM KOJIMYECTBOM TPOMOOIMTOB, 6€3 yBeJMYeHNs] POIeHTa GIaCTHBIX KIETOK B
nepudepndeckoit kKpoBu (<1%) M KoOCTHOM Mo3re (<5%), abCOMIOTHOTO MOHOIIMTO3a B
neprdepryueckoit KpoBM, TIPU 3TOM [IMCILIA3UST BBISIBISETCS B KJIETKAX 3PUTPOMUITHOTO Dsia U
MerakapMoumuTax, IIpM LUTOT€HETMYECKOM MCCIefOBaHUM KOCTHOTO MO3Ta OIpefensieTcs
M30MMpOBaHHasl menenust (5q), WM B COUYeTAaHMM C APYroii aHOMasluel, 3a MCKIIOUeHueM 7-ii
XPOMOCOMBI.

MJC Hexnaccudumupyemsbrii (MIC-H):

1. BapuanT MJC, ¢ kputepusmu MIC-JIII, MOC-KC-JIZI, MOC-KC-MI, MIC-MI, 1 MIC-5q-, Ho C
KOJINUECTBOM 6JIaCTHBIX KJIETOK B Tiepubepruyeckoii KpoBu =1%, pu ABYX U 6ojiee M3MepeHusIX;

2. BapuaHTel MIC-JII, MIC-KC-JIOI u MJIC-59-, npyu KOTOPBIX BBISIB/SIOTCS KIMHUYECKN
3HauMMasl NaHUUTOTIeHUST;

3. BapuanT MJIC, mIpy KOTOPOM BBISIBJISIETCSI KIMHMYECKM 3HAUMMAasl LATOMEHMS C OacTeMueit
<2%, 1 61aCTHBIMM KjIeTKaMy <5% B KOCTHOM MO3re, HO JMCILIa3ys BbISIBJISIETCS MEHee YeM B
10% KeTOK B JTI060TO POCTKA KPOBETBOPEHMS, IIPY 3TOM OOHAPYKMBAIOTCS IMTOTEHETUUECKIE
aHOMaJInM, HIaTOrHOMOHMYHbIe Ayt MJIC.

MOC HM3KOro pmuckKa — Tpynra MNalMeHTOB, y KOTOPBbIX IpU IMOACYETE MPOTHOCTUYECKUX
MHOEKCOB OIpefe/ieHa TPyMIia HU3KOrO PUCKa U MpoMexyTodHoro-1 mo mkane IPSS, odyeHb
HM3KOTO, HU3KOTO ¥ TPOMEKYTOYHOTO pucKa 1o nikaae IPSS-R.

M/IC BBICOKOrO puCKa — TpyIa MalMeHTOB, Y KOTOPBIX MPU MOACUeTe MPOTHOCTUUECKUX
MHAEKCOB OIlpefeneHa TpyIIa ITPOMEXYTOUHOrO-2 ¥ BBICOKOTO pucka 1o 1mkame PSS,
MIPOMEKYTOYHOT0, BBICOKOTO M OUeHb BBICOKOT'O pucKa 1o urkaie IPSS-R.

HeitTpodnabHbBIT OTBET — yBelnueHue uucia HeilTpoduioB 6omee ueMm Ha 100% OT MCXOMHBIX
3HAUYeHU.

Heypaua sreueHusI — IeTaabHBIN 1CXO[, HA OHE Tepamnmu YIiu Iporpeccus 3a601eBaHmsI.

O6miast BDKMBaeMocTb (OB) — myis oneHku OB aHanu3upPylOT BpeMeHHbIe MapaMeTpbl BCeX
ManyeHToB, BKJIIOUEHHBIX B McciaenoBaHyue. TOUKoii oTcyeTa SIBJASETCS [eHb Havaja Teparuiu.



COOBITIEM CUMTAETCS TOJIBKO CMepThb IMMallMeHTa OT J11I06077 IIPUYNHBI (paHHHH JIeTaJIbHOCTD,
CMEepPTb B II€epmoa peMnuccum ot 1006071 IIPUYMHBI, CMEPTDb B IIEPNO, pELU/I,El]/IBa).

Octpsiii seiiko3 (OJI) — rereporeHHast IpyIa KIOHAJbHBIX 3a60jeBaHMiII CUCTEMbI KPOBH,
BO3HMKAIOUIMX BCJIEACTBYE MyTalM TeMOIO3TUYeCKOM cTBooBO KineTku (I'CK) u mpuBogsmmx K
YBeIMUEHNIO OIACTHBIX KIETOK 60see 20% B KOCTHOM MO3re /v nepudepudeckoit Kposu. ITo
HampaBJIeHHOCTY 6y1acTHBIX KieToK OJI pa3/essioT Ha:

OcTpblit MUeTOUAHBI Jieiiko3 (OMJI) — MuenongHasT HallPaBAeHHOCTh O6IaCTHBIX KIIETOK.
Octpsiit muMdo6aacTHbI Jieiiko3 (OJII) — mumdonaHast HalpaBIeHHOCTD 6/IaCTHBIX KJIETOK.

IMonuast pemuccus (ITIP) — cocTosTHNME KPOBETBOPHOI TKaHMU, IIPU KOTOPOM remormobuH >110,0 r/
JI, HeMTPOhUITBI 21,0><109/J1, 6J1aCTHBIE KJIETKM OTCYTCTBYIOT, TPOMOOILIVITHI >100,0><109/I[, 61aCTHBIE
KJIETKM B KOCTHOM MO3re <5%, BO3MOXKHA [TepCUCTUPYIOIIAsT TMCILIasus.

Homuxumuorepanusa (IIXT) - Hambomee oOIpaBIaHHOE COYETAHME IIUTOCTATUUECKUX
MpernaparoB, KOTOPOe MO3BOJISIET JOOUTHCS MAKCMMATbHO MOJOKUTETbHOTO 3¢ deKTa, B 4aCTHOCTH
ITP, mpy OHKOTEMAaTOJIOTMYECKUX 3a00IeBaHMSIX.

IIporpeccus 3a6osieBaHMUSA — yBeIMUYEeHME KOIMYECTBA OJACTHBIX KIETOK Gojee ueM Ha 50% u
repexo[ 13 rmepBoHauaabHOTO BapuaHta MIIC B Gosnee mpomsunyThiii (MJIC-JII:PA B MIC-M]I,
MIC-MZA B8 MAC-WB-1, MAC-MB-1 B MAC-UB-2) (xapakTepucTtuka BapuanToB MJIC mpencraBieHa
B pasgene 1.5. «Kmaccudukaimsa 3a6ojeBaHMS MM COCTOSIHUSI (TPYIIbl 3a6ojieBaHMil WK
COCTOSTHMIT)», B Ta61. 1), IpM 3TOM B aHaAM3ax KPOBM MOXKET OTMEUaThCsl CHIDKEHME TToKa3aTeneit
Ha 50% OT MaKCUMaJIbHbIX 3HAueHuili u cHmkeHue HB 6omee uem Ha 20 1/, IOSIBIEHME
TpaHCPY3MOHHOJ 3aBUCUMMOCTU. IIpM CTAOWIBHBIX ITOKAa3aTeNsSIX OJAaCTHBIX KJIETOK yCyrybieHue
LIUTOTIEHUY TAKKe SBJISIETCS PU3HAKOM IPOTpeccuu 3a601eBaHmsI.

Penuaus niocie IIP - yBennueHne KOMMYECTBA OIACTHBIX KIETOK >5%; cHIKReHMe Ha 50% u 6onee
yyueIa TPOMOOLUMTOB M HEWTPOGMIOB OT MaKCUMMATIbHBIX 3HAUEHUII BO BpPeMSI PEMUCCUM;
CHIKEeHME TIoKa3aTesneil reMorno6mHa Ha 15 1/m1 u Gomnee, mosiBIeHMe TpaHCHY3UOHHOM
3aBUCUMOCTY OT 3PUTPOLIUTCOIEPIKALINX KOMITOHEHTOB.

CiuteHOMera/ims — cejie3eHKa MOXKeT ObITh YBeInueHa He3HaUUTeIbHO, Ha 1-2 CM.

CTa6MJII/I3aI.H/IH — OTCYTCTBUeE YaCTUYHOM pemMmuccmum, HO HeT IMPMU3HAKOB IPOrpecCMpoBaHUsI B
TeueHue 6osee 8 Henelb.

TpaHchopmanus/mporpeccust — B OMJI KOHCTaTUpPYeTCsST NP OOHApPYKEHMM B ITYHKTaTe
kocTHOTro Mo3ra (KM) mu nepudepndeckoit KpoBu 6oimee 20% 61aCTHBIX KJIETOK.

TpaHCIUIaHTaUUsI TeMOMO3THMYECKMX KJIETOK KPOBU — II0[ 3TUM TE€PMMUHOM OObeIVHEeHbI
tpaHcitanTauys I'CK mepudeprueckoit Kpou, KM 1 ITyIIOBUMHHOI (TUTAIleHTapHO) KPOBM.

TpoMOOLIUTHBI KOHIEHTPAT — KOMIIOHEHT JOHOPCKOi KPOBU, COIePKalllNii TPOMOOLIMTHI.

TpoMGOLMTApHbI OTBET - YyBelIMYeHMe uucaa TpomboumrtoB >30x10%/1, cHDKeHMe
3aBUCUMOCTY OT TpaHC]y3Uil TPOMOOIMTHBIX KOHIIEHTPATOB.

LInToreHeTnuyeckast PEMMUCCHUSA — I3TO ITOJIHAS KIMHMKO-TeMATOJIOTM4YeCKass peMuccus, rmpm 3Tom
IUTOTEHETUYECKMMM METOAAaMM H€ BbISBJ/IAIOTCA MCXOOHBIE€ aHOMAaJIMM KapMOTHUIIA; KAPMOTUII
JOJDKEH OBITh HOPMaJ/IbHbIM. YMeHbllIeHMe KOJIMUeCTBa KJIeTOK C XPOMOCOMHBIMIM HapyHI€eHUSIMU
MMHMMYM Ha 50% OLIEHMBAETCS KaK YaCTUYHBINM LIMTOreHeTMIeCKII1 OTBET.

Yactuunas pemuccusi (UP) — Te ke Kpurtepuu, uTo u ajs IIP, ogHako GjacTHbIe KIETKM B
KOCTHOM MO3Te COCTaBJISIIOT 6osee 5%.

DPUTPOUAHBII OTBET — IMOBBINIEHME YPOBHSI reMoOmIoouHa Ha 15 1/n1 U Gosjee, CHVDKEHME
3aBMUCUMOCTY OT TpaHC)Y3Mit SPUTPOLUTCOAEPKALIMMY KOMIIOHEHTaAMMA.

DpUTPOLUTCOAEP KAIME KOMIIOHEHTBI TOHOPCKOM KPOBM— KOMIIOHEHTBI JOHOPCKOI KPOBMU,
cofiepsKalye SpUTPOLUTHI (IPUTPOIMTHASI Macca, SpUTPOLUTHAS B3BECh U T. [I.).



1. KpaTtkas uHpopmanus

1.1. OnpepeneHue 3a60/1€BaHMSI MU COCTOSTHMS (TPYIIITbI 3200/ IeBaHUI
VIV COCTOSTHUIN)

MuenopycriacTuyeckye CUHAPOMBI IIPeACTaBIISIOT COOOJ reTeporeHHYyI0 TPYMITy KIOHaJbHbIX
3a00/1eBaHMIT CCTEMbBI KPOBY, XapaKTePU3YIOMIVXCS IUTOTIEHNE, TPU3HAKaMM IVCMIENI0N033a U
BBICOKUM puckoM TpaHchopmanyy B OMII [1,2].

1.2. 3Tuonorus u maToreHes 3a60JI€BaHMS VIV COCTOSTHUS (TPYIIIIBI
3a00/1eBaHU1 MJIM COCTOSTHUIA)

B 80-90% cryuaeB oatmonorus MJIC HeumsBectHa, B 10-15% pasButuio 3ab01eBaHUS
IpeAlecTBoOBaga UUTOCTaTUYeCKass W/WIy JiydeBasl Tepamys, KOTopasl IIPOBOLMIIACh 110 TIOBOLY
CUCTEMHOIO IMOPaKeHUSI COeIMHUTEIbHON TKaHM WIM [OPYrOro OHKOreMaTOJIOrMYeCcKOro WIIn
OHKOJIOTMYeCcKOTo Tiporiecca. Cpenu (akTOpoOB, BO3AENCTBME KOTOPBIX YBEJIMUMBAET PUCK
pasButust MJIC, MOXHO BBbIIEIUTb KypeHMe, KOHTAaKT ¢ OeH3MHOM, WHCEKTULIIUIAMMU,
MeCTULMIAMM, OPTaHUUECKMMMU BeleCTBAMU.

N3yuenne mnartoreHesa MJIIC Ha MPOTSOKEHUM HECKOTbKUX IECSITKOB JieT IMO3BOJMIO BbIIEIUTD
HECKOJIbKO  OCHOBOIIOJIATAIOIIMX  STallOB  pasBUTUSI 3TuUX  3aboyeBaHmii. BosmeiicTBue
MOBPEKOAIONIMX (AaKTOPOB Ha IUTIOPUIIOTEHTHbIE TeMONO3THYecKue cTBojoBbie KiaeTku (I'CK)
MPpUBOIUT K (POPMUPOBAHMUIO KIOHAJIBHOTO KPOBETBOPEHMS, BK/IIOUAIOIIETO BCE KJIETOUHbIE
JIMHUU, PeaKTUBHOE M3MeHeHMe CTPOMAaJIbHOTO MUKDPOOKPYKeHUs] U JUMGbaTUUeCcKoil CUCTEMBI,
YTO IPUBOAUT K YBeNMueHuIo mponudepaiiuy u anonTtosza B KocTHoMm mosre (KM). IlosiBnenue
HOBBIX MYyTaluii CIIOCOGCTBYET [ajibHeiilleii KJIOHAJIbHON 9SBOMIOLUM Y)Ke MMEIOIIerocs
MaTOJIOTMYECKOTO KJIOHA, UTO COMTPOBOXKIAETCS YMEHbIIIeHeM aItorTo3a 1 TpaHchopmariyeii B OJ1
[1,2].

1.3. dmaeMuosiorus 3a60/I€eBaHNUS UV COCTOSIHUS (TPYIIITbI 3a00/1€BaHMI
WIN COCTOSTHUIN)

B EBpore u CIIIA 3a6oeBaeMOCTb B OOIL€i MOMY/ISILINY COCTaBJIsIeT OKoyio 4-5 ciyyaeB Ha 100
ThIC. HaceneHus: B rof. bomee 80% maimmentoB MIC — ato mioau crapiie 60 jnet. [Tocne 60 et
yactoTa yBenuuuBaercss mo 20-50 oryuaeB Ha 100 ThIc. uesoBeK B roxa. B 1emom B EBpome
€XerofHO JMarHOCTUPYIOT MPUMEPHO 25 ThIC. HOBBIX CTy4aeB. YUUTHIBASI HEYKIIOHHOE «CTapeHue»
HacesieHus1 EBpOTIbI, MOMATAIOT, UTO YKCI0 nauueHToB ¢ MJIC GymeTr B GvpKaiiiime AecsTUieTus
JIMIIB BO3pacTaTh [1-6].

CTaTUCTMYECKNX TaHHBIX O 3a001eBaeMOCTH U pacipocTpaHneHHoctr M/IC B Poccuy HeT.

1.4. Oco6eHHOCTY KOOMPOBAHUS 3a00/IeBaHMS VIV COCTOSTHUS (TPYIIIIBI
3a00/1eBaHUI MJIU COCTOSIHUIT) 110 MeXXAyHAPOSHOM CTAaTUCTUYECKOM
Ki1accuduranuy 6o1esHei U NpodeM, CBI3aHHbBIX CO 3J0POBbeM

Muenopucriactuueckue cuHapombl (D46)

D46.0 PedpakrepHast anemust 6e3 cuiepo6/1acToB, Tak 0003HaUYeHHas ;
D46.1 PecdpakrepHast aHeMusI € cuaepo6iacTamMu;

D46.2 PecpakTepHast aHeMusI ¢ M36bITKOM 0/1aCTOB

D46.3 PecbpakTepHast aHeMusl ¢ U36BITKOM 6/1aCTOB ¢ TpaHchopMaLyei

D46.4 PedpakTepHast aHEMMST HEYTOUHEHHAs



D46.7 Ipyrue MIIC

D46.9 MIC HeyTOUHEHHbI

1.5. Knaccudmkanys 3a00/1eBaHMS WM COCTOSTHUS (TPYIIITbI 3a00/1€eBaHM
WIN COCTOSTHUIN)

C 2000 r. mpu Bepuduramumu auarHosa MIC wucronb3oBaayu Kiaaccuduranmmumu BcemupHOit
opranusauuu sgpasooxpaneHus (BO3) (mepecmotp ot 2008 r. [7]), B KoTOpyto B 2017 romy nocie
ouepemHOro IepecMoTpa ObLIV BHECEHBI CYIIECTBEHHbIE I3MEHEHNS :

1. UsmeHenne HomeHknaTypsl MJIC. B Hacrosimeii knaccudmKaluuu WMCKIIOUEHO KIIOUeBoe
ToHATHE «pedpaKkTepHast aHeMus» Ijis Bcex BapuaHToB MJIC. [Ijist COBpeMeHHOTr0 0603HaueHMSI
BapuaHToB MJIC K/lOUeBbIM CTaJI0 TOHSITHE «MUEIOAMCIUIaCTUYeCKUii cMHApom». Hampumep,
MJIC c xonbieBbiMu cugepobiaactavu (KC) v MmynbTvimHeiHOM gyicriiasueii, MIC ¢ M36bITKOM
6s1acTOB-2;

2. OcobeHHOCTM TTofCcUeTa OJaCTHBIX KIeTOK B KM OT Bcex siapocomepsKaIiuX KIeTOK KOCTHOTO
MO3Ta;

3. ViHTepripeTalisi YBEJIMUEHHOTO KOJIMYECTBA KOJIbIIEBBIX CUIEPOOIACTOB B 3aBUCUMOCTU OT
HaIN4YMsl WM OTCYTCTBUS MyTauuu B reHe SF3BI: mpu Hanuuuu mytauum B reHe SF3BI
IIOPOTOBOE 3HAUEHVE KOJIbIIEBBIX CUIEePOOIaCcTOB >5%, IIPU ee OTCYTCTBUM MJIY HEBO3MOKHOCTH
omnpenenenus >15%;

4. Y nanuentoB MJIC c menenyeit JAMHHOTO TIedya 5-7 XpOMOCOMBI IOITYCTMMO BBISIBJIEHME ellle
O[IHO aHOMAa/IMM KapMOTHIIa, 38 UCK/II0UeHeM abeppaunum 7-if XpOMOCOMBI.

YunTbiBas BbIlIen3a0XKeHHOe, BapuaHThl MIIC B COOTBETCTBUM C aKTyaibHbIMU Kputepusimu BO3
ot 2017 roma npepncrasieHbl HIDKe [8].

1. MAC ¢ nuHeiiHOM (OgHOMMHEVHO) auctnasuen (JI0):

2. MZC ¢ mynbTunmHerinon gucrasuein (MIC-MII).

3. MIIC c konbiieBbiMu cupepobmactramu (MIC-KC):

— M/IC ¢ KONbIIeBBIMM CHIepodIacTamMu 1 anHelHo aycrasueii (MIC-KC-JIIT).
— MZIC ¢ KoblIeBBIMU CUAEPOOIACTaMMU U MYJIbTUIVMHEHON aucriasueit (MIC-KC-MI).
4. MZIC ¢ M301MpOBaHHOI Aenelei IIMHHOTO Iieda 5-if Xxpomocombl (MIIC-59-)
5.MIC ¢ 136bITKOM 0JIaCTOB

— MZC c uzberTkom 6macros-1 (MIC-UB-1);

— MJIC c n36siTkOM 611actoB-2 (MIC-VB-2);

6. MIIC nHexnaccuduinpyemsiit (M C-H).

Kputepun BapuanToB MJIC npencraBieHsl B Tabnuiie 1.

Ta6muua 1. Knaccudukanus MIC BO3 2017 1. [8]

BapuvaHT Avcnnasus, Lutonenuns?, Konbuesble BnactHble OcobeH-HocTn
KONMYECTBO KOSIMYECTBO cupgepobnactbl  (npu Knetkn B KM un KapuoTuna
poOCTKOB pPOCTKOB MyTauuu SF3B1), % NK, %

MAcC c JINHEWHOW 1 1-2 <15 (<5) KM <5, Jloboit,  Kpome

Avcnaasmen MK <1, nanoykn 5qg-

(Mmac-nn) Ayapa - HeT

MAC ¢ MynbTUIMHEWHOW 2-3 1-3 <15 ( <5) KM <5, Joboit,  Kpome

pvcnnasven (MAC-MA) MK <1, nanoyku 5qg-

Ayspa - HeT

MAC c konbueBbiMU cuaepo6bnacramu (MAC-KC)

MAC-KC 7] NINHeHoN 1 1-2 >15 KM <5, Jloboit,  Kpome

avcnnasuen (>5) MK <1, nanoyku 5qg-

(MAC-KC-NnAa) Ayspa - HeT

MAC-KC 1 MynbTUnuHeiHowm 2-3 1-3 >15 ( >5) KM <5, Jloboli,  kpome

aucnnasmven MK <1, nano4yku 5q-

(MAC-KC-MA) Ayspa - HeT




MAC c wm3onMpoBaHHOM 1-3 1-2 HeT unu noboit KM <5, 5qg- +/-1
apeneuunen AJINHHOro MK <1, nanouyku nobaBoyHas
njieya 5 XxpoMocoMmbl Ayapa - HeT aHomanus 3a
(MAC-5g-) VCK/IIOYEHN-EeM —
7/7q9-

MAC c n3bbitkom 6nacros (MAC-UB)
MAC-UB-1 1-3 1-3 HeT unu noboit KM <10 (5-9), No6oit

MK <5

(2-4), nanoukun

Ayspa - HeT
MAC-UNB-2 1-3 1-3 Het nnu noboit KM 10-19, NK | Jlo6oit

5-19, nanoukun

Ayapa -/+
MAC Heknaccnbumumnpyemsolii (MAC-H)
c 1% 6nactos B MK 1-3 1-3 HeTt unu noboin KM <5, MK = No6oit

16, nanoukn

Ay3pa - HeT
C JIMHElHOW Aucnnasven u 1 3 HeTt unu no6oin KM <5, MK <1, No6oit
naHumToneHunen nanouykn Ayapa

- HeT
Ha OCHOBaHUKN 0 1-3 <15®8 KM <5, MK <1, MAC-aHomanmu™
LUTOreHeTUYECKUX nanoukn Ayspa
N3MeHeHuin - HeT

KM - kocTHbIli Mo3r; MK - nepudepunyeckas KpoBb. AUcnnasusi cuMTaeTcsi 3HAYMMOW, Korga NpusHaku AUCMNasun BbisiBeHbl B >10%
KNETOK 3pUTPOMAHOro, rpaHyIo0LMTapHOro, MerakapmMoLuTapHOro pocTkoB.

a YpoBeHb remornobuHa <100 r/n, Konnuectso HeiTpocdunos <1,8x10°%/n, Tpom6oumtos <100x10%/n, MoHounToB <1,0x10%/n.

6 Ecnu 6nactbl B MK onpegeneHbl B 2 1 6osee aHanusax.

8 Ecnn KC >15%, 1o 3to MAC ¢ KC 1 nuHeiHon ancnnasunen.

" AHOManuM KapuoTuna, Haubonee uacTo BCTpevawowmecs npu MAC: -5/5q 7/7q-, n3oxpomocoma 17q/t(17p), -13/13qg-, 11g-,
12p-/t(12p), 9qg-, idic(X)(q13), t(11;16), t(3;21), t(1;3), t(2 11), |nv(3)/t(3 3), t(6;9). AHomanuu kapuotuna +8, 20g-, -Y 6e3
Mopd;onormqecmx KpUTEpMEB He ABNAITCS NOBOJOM sepmtbmumposaﬂ: mac.

IIpu TUCTOJOTMYECKOM MCCIeIOBaHMM TPEMaHOOMOITaTOB y MalueHToB ¢ MJIC ualie Bcero
BBISIBJISIIOT HOPMO- WJIM TuIlepkieTouHblii KM, u Tombko B 10-15% ci1yuyaeB 06GHapysKMBaEeTCS
TUTIOTUIAa3ust KPOBETBOPHOI TKaHu U B 10-15% — ¢ubpo3 cTpombl 2-3 CTENEHU, UTO MO3BOJISIET
BiZensiTh MIC ¢ rumoruiasueit kpoBeTBopeHus uam MIC ¢ $uOGpo3oM CTpoMbl. [IaHHbIE
ocobenHocTy TeueHmss MJIC mesiecoo6pasHo OTpakaTh B KIMHMUECKOM JIKarHose, Hanpumep: MIC
C u30BITKOM 0jacToB-1, mporekamomuii ¢ Gubposom crpombl 2 cremenu; uam MJC ¢
MYJIbTUIMHEIHOV AUCIUIa3Met, MPOTeKaloUMii C TUIIOIIa3ueil KpOBEeTBOPEHMSI.

[laHHOe yTOUYHEeHMe T03BOJISIET MPEANONIOKUTh OCOOEHHOCTU TeueHUsT 3a60/IeBaHMSsI, ONIPENEeUTD
TaKTUKY Tepanuu u ee 3pHeKTUBHOCTb, a TAKKe BepOsITHOCTb TpaHchopmatum B OJ1.

MuenonucriacTuueckie CMHIPOMBI, Pa3BUBILMECS TIOC/E MPEAIIEeCTBYIOMIETO [IUTOCTATUUECKOTO
WJIU JTyYE€BOTO BO3IIE/ICTBISI, paHee Ha3bIBaBIIMECS «<BTOPUYHBIMI», B Kinaccudukauyy BO3 2017 r.
OTHECEHBI B I'PYIITY MUEIOUIHBIX HeOIlIa3Mii, CBSI3aHHBIX C IIpeIeCTBYIOLIel Tepanmeii.

C yueToM HOBOJ HOMeHKIaTypbl MJIC B Tabnuiie 2 mpeacTaBieHO COOTBETCTBMe BapuaHToB MIC
o kinaccudmkamyy BO3 2008 r. 1 BO3 2017 1.

Ta6auia 2. CoorBercTBre BapuanToB M/C 1o kinaccudukaiyyu BO3 2008 r. sapuantam MIIC 1o
xinaccudukanyum BO3 2017 r. [7,8]

BO3 2008 r. BO3 2017 r.

PedpakTepHasi LMTOMNEHUS C IMHENHOW aucnnasueir: PA, PT, MAC c nuHerHol aucnnasuein
PH

PedpakTepHasa aHemus ¢ KC MAC c KC v nuHelrtHoWn ancnnasuven

PedpakTepHas UMTOMNEHUS C MyNbTUIMHENHOW ANcnnasunen MAC ¢ MynbTUANHERHON Ancnnasven

MAC c KC 1 MynbTUIMHENHOW Ancniasunen
MAC c n3onupoBaHHoOW aAeneunen 5q

MZAC HeknaccuduumpyemMblin

PedpakTepHas aHemus ¢ nsbbiTkom 6nactos-1 MAC c n3bbiTkoM 6nacTtos-1
PedpakTepHas aHeMus ¢ n3bbITkoM 61acToB-2 MAC c n3bbiTkKOM 6nacToB-2
MAC c n3onupoBaHHoOW aeneunent 5q MAC c n3onupoBaHHOW Aeneunent 5q

MZAC Heknaccuduumpyemblin

MAC Heknaccuduumpyemblin MAC Heknaccuduumpyemblin

1.6. KnmHMueckast KapTHa 3a00/IeBaHMS VIJIV COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 MJIV COCTOSTHUIA)

OcHoBHbIe KIMHNYecKMe nposiiaeHus MIIC HecrienybUYHbI M Hanbosee YacTo 06yCIOBIEHbI Kak
KOJMMYECTBEHHbIMM, TaK M KauyeCTBEHHbBIMM M3MEHEHUSIMU CUCTEeMbl KPOBETBODEHMSI:
LUTOIMEHNYECKUIA CMHAPOM (aHEMUYeCKUII CMHIPOM, reMopparndeckuii CMHAPOM, JIEJIKOTIeHWS),
I/[Hd)eKLU/[OHHI)Ie OCJIOJKHEeHMI, B-CI/IMHTOMbI, CIJieHOMeraJins, ayTOMMMYHHbI€ ITPOSIBJIEHNS.



AyrouMmyHHBIe TIposiBiieHuMsI ~ B 10% cryuaeB MIC maHudecTupyer ¢ ayTOMMMYHHOTO
rnporecca: CUCTEMHBIA BAaCKYJIUT, HEKPOTUYECKU) IMaHHUKYIUT, CEepPOHETaTUBHBIA apTPUT,
peBMaTHyeckasi moauMuanrusi, Kymoc-monmoxkuTesnbHasi reMOJUTUYECKass aHeMUs, TePUKapauT,
mieBpur [1-5].



2. JImarHoCTHUKa

Mnozue pexkomeHO08aHHble MemoOdbl OUAZHOCMUKU 3a00N€8aHUSL U CBA3AHHBIX C HUM COCMOSIHUL
umerm ozpaHuueHHylo 0okazamenvbHylo 0a3y 8 C00meemcmeuu co WKAJIAMU OUeHKU YPOBHS
docmosepHocmu dokazamenscme (YII) u ypoeHs ybedumenvHocmu pekomeHdayuti (YYP) no npuuuHe
0MCymcmeust NOCEAUWEHHbIX UM KAUHUYECKUX uccnedoéanuil. Hecmomps Ha 3mo, OHU A8AAMCA
Heo0X00uMbIMU INeMeHmamu 006Ccned08adHUs nayueHma Oas YCMAHO8AeHUs OuazHo3a U eslbopa
maxkmuku JieueHus, mak Kaxk Oonee 3¢gpekmueHsie U 0OKA3AHHbIE MeMOObl 8 HACMOsUee 8pPeMsl He
paspabomaroi.

Ina eepuguxayuu JuazHoza MIC cnedyem yuumsieame HAGOp HeEOOXO0UMbIX U Ppeulanujux
Kpumepues.

1. Heob6xo0umble Kpumepuu
e CmabunsHas yumoneHus 6 1 unu 6osee pocmkax 6 meuexue >4 mecsyes, 8 4aCMHOCMU:
yposeHs 2emo2n1006uHa <110 2/n, konuuecmeso Heilimpogunos <1,8x10°/n, mpomboyumos — <100x10%/n.

° Omcymcmeue apyzux emamosioeudeckux U HeezemamoJiocudeckux 3(160]166(1Huﬁ, Komopeole
npomekarm ¢ yumoneHusimu.

2. Pewarowjue kpumepuu

o Jlucnnasus >10% om e6cex KJIeMOK 3pumpoudHozo U/uiu 2padyioyumapHozo, u/uiu
Me2aKapuoyumapHozo pocmkos, 8bisle/leHHass npu Mopgosozuueckom Ucciedo8avul KOoCmHozo
Mo3za.

e >15% KC unu >5% KC 6 couemanuu ¢ mymayueti SF3B1.

e 5-19% 6nacmHuix knemok 8 KM unu 2—19% 6nacmHuix KJ1emok 8 nepugepuueckoii Kposu.

e TunuyHele aHomanuu Kapuomuna (-7, 5q— u O0p.), 6blsGJleHHble Npu CMAHIaApMmMHOM
yumozeHemuueckom uccaedosanuu unu memooom FISH.

3. JlonoanumenvHole Kpumepuu

Ecnu ecmb Heobxodumvie kpumepuu (1), Ho Hem pewarowux Kpumepues (2), HO eCmb KAUHUUECKAS
Kapmuua, 00YCN08JIeHHAsl MAKpoyumapHoli avemueli U MpAaHc@y3UOHHOL 3asucumocmelo, mo
noomeepcdeHuem OUazHo3a Mozym Oblmb:

o AmunuuHelli ummyHogperomun knemok KM co muoxmecmeeHHbimu M/IC-accoyuupo8arHHsimu
abeppayusmu, 8bvis8JIeHHbIl NPU UMMYHO(DEHOMUNUPOBAHUU U NOOMBepHoaruuli MOHOKIOHANbHYIO
NONyJIIYUK 3pUMpoUOHbIX U MUETIOUOHBIX KJIEMOK.

e [i3meHeHus 8 eucmonozuueckoli kapmuxe KM, 8 mom uucne u npu UMMYHO2UCMOXUMUUECKOM
uccnedosanuu, noomeepxcoarowue MZC [9].

Huazno3 M/IC nodmeepoarom u npu MeHee 3HAUUMOL YyumoneHuu (Hanpumep, zemoznobux 115 2/,
Konuuecmeo mpomboyumos >100x10°/n), ecnu npu yumozeHemuueckom uccnedosanuu KM evisienetst
docmosepHble U3MeHeHUs kapuomuna, xapakmepHaste onst M/IC.

IpusHaku muenoducniasuu mozym evisensmscs 8 KM unu nepugepuueckoli Kposu He moavKo npu
MJIC, Ho u npu dpyzux 3a0071€8aHUSLX HEKJIOHAILHO20 Xapakmepa.

1. ZTuzapumponos3s moxem Habaodamscs npu:

* Bjy/honamoeduyumuoix aHemusx;

e 8poxcOeHHOl QU3IpUMPONOIMUUECKOTl aHeMUU;

®  AYMOUMMYHHbBLX 2eMOJIUMUUECKUX AHEMUSIX;

* NAapoKcuaManbHoll HouHoli zemoenoburypuu (ITHT);

® JIKO20/IbHOU UHMOKCUKAYUU;

® gupycHblx uHpexyusx (zenamumsl B u C, eupyc ummyHodeuuyuma uenoseka (BHUY), eupyc
Snwmetina-bapp (36B), napeosupyc B19);

® UH(pEKYUOHHBIX 3a0071€8AHUAX (MUNUAPHDILI MYOepKyae3, MAanapus, 1etiuManuo3s);

* ompasneHuu G€H3UHOM, CBUHYOM U OpY2UMU MSHCETLIMU MeMALLIAMU;



® KAk nposisjieHue napaHeonidacmuueckoli peakyuu, 8 mom uucie npu eosneueHuu KM npu
JUMDOMax/netiko3ax;

®  QYMOUMMYHHbIX 3a001e8aHUSX (CUCMEMHAsL KPACHAS 80JIUAHKA, AYMOUMMYHHbIT mupeoudum);

e OJepuyume medu u/unu uzbpsimouHoM nocmynieHuu yuxka ¢ nuweti [10,11].

2. [luceparynonoas moxcem Habn0amocs:

* Npu  UCNOJBb308AHUU  JIEKAPCMBEHHbIX — npenapamos  (denogeueckuti  peKoMOUHAHMHbLL
2paHynoyumapHslli KonoHuecmumyaupyrouwuii paxmop (I'-KC®), ummyHodenpeccanmot);

* npu supycHoix uHgexkyusx (BU4Y, 56B);

® KaK nposiéneHue napaHeonaiacmuueckoli peakyuu;

e nocne xumuomepanuu (XT) u 8 nepuod soccmarosneHus KM.

3. Jlucmezakapuoyumonoa3 moxcem Hadmooamocs:

e npu BUY-uHpexkyuu;
* peakmueHoOM/napaHeoniacmuueckom muenopubpose;
® nocie mpaHchaaHmauuu Kocmuozo mo3za (TKM) u nposedeHHOT Xumuomepanuu.

OueHv 8awHO npu nposedeHuu JupgeperyuanvHoii  duazHocmuxku MAC  yuumsieamo
aHamHecmuueckue daHHble 00 UMEUWUXC XPOHUUECKUX 3a001e8aAHUSX, KONMOPble MO2Ym NPOIMeKams ¢
YUmoneHu4eckuM CUHOPOMOM, npedulecmayruwjux Xumuo- Wil ay4esoli mepanuu, UMMyHOmepanuu,
JledeHuU npenapamamu  paduoakmueHozo Uiodd, npogeccuoHanbHbX 6PeOHOCMSX, CBSI3AHHBIX C
6030elicmeuem 8pedHblx gewjecme (0cobGeHHO 0OeH30.a), ynompeOsieHUU aJIK020Ns, KypeHul,
CKJIOHHOCMU K CNOHMAHHBIM KPOBOMeUeHUsSIM U UH@ekyusam. Y Monodvlx nayueHmos HeooXooumo
NPUHSIMb 80 BHUMAHUE COCIMOSIHUS, YKA3bl8arowjLe Ha HACIe0CMBeHHble HapYUleHUsl 2eM0Nn033a, maxue
Kak aHemuss @aHKOHU U 3a00ne8aHusl, C8I3aHHble C HApYuleHUueM ONUHbl menomep (HACnedCmeeHHbLl
Jduckepamo3 u 0p.). s NOMUIbIX NAYUeHmMos Heo6X00UMO UCKIUUMYb 8MOPUUHBLL xapakmep
usMeHeHUll, 8 nepsyrw ouepeds ACCOUUUPOBAHMBIU C CONUOHBIMU onyxonsmu. IIpu omcymcmeuu
y8enuueHust Koauuecmaa OnacmHbix Kaemox u/uiu XapakmepHoix aHomanuii kapuomuna ouazios MIC
saens5emcss QUAZHO30M UCKIOUEHUS, MpebyowuM MuameisHoz0 U NPUCMansHozo 00ciedosaqust u
OUHAMUYECKO20 UCCTIEA08AHUSL KOCTNHO20 MO32d.

2.1. )Kano6sl 1 aHaMHe3

VY Bcex mauyeHTOB Ipu mnopospeHum Ha MJIC ¢ Uenpl0 yTOYHEeHMs] AMarHos3a U BbISIBJIEHUS
KIMHUYECKM 3HAUMMBIX COMYTCTBYIOIIMX 3aboieBaHmii mpu cbope >Kkamob M aHaMHe3a
peKoMeHAyeTcs1 00paniaTh BHYUMaHMe HA BPeMsI TIOSIBJIEHWST TTePBbIX JKaI00, IMHAMUKY PA3BUTHUS
3a60/ieBaHMSI, HAJIMYME COMYTCTBYIOIIEH MaTOMOTUM, TPOGECCHOHATbHbIE BPEIHOCTU U YCIOBUS
KM3HM TIAI[MeHTa, paHee IPOBOLMMYIO Tepaluio 10 IOBOLY IPYyruMxX 3aboneBaHuii (0CO6EHHO
OHKOTeMAaTOJOTUUECKUX, ayTOMMMYHHBIX U 1p.) [1-5].

VpoBeHsb yoenuTeIsHOCTH pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

Kommentapum: npu MJIC cneyuguueckux xanod He cyuiecmeyem. Haubonee uacmo nogodom ons
obpaweHuss  seasOMC  aHemuueckue — #anobsl  (cnabocme,  YyMOMALEMOCMy,  CHUMEHUE
mMonepaHmHocmu K (QU3U4eckuM Hazpy3kam), pexce — 2emoppazudeckuli cuHOpoM U UHGeKyUOHHbIe
OCJI0HCHEHUS; NPOOOHUMENbHOCMb AHAMHe3d om 1 mecsya 0o HeCKObKUX iem.

2.2. PusuKajJIbHOe 00Cc/Ies0BaHMe

e Bcem manmeHTam ¢ nogo3peHuMem Ha MAC wmam moaTBepkaeHHbIM MIIC peKoOMeHIyeTCs
MPOBOAUTh (GU3MKaJbHOE 00C/IemoBaHMEe i1 BepuMKaUMM OMarHo3a M AMHAMMUYECKOTO
HabmopeHus [1-4].

VpoBeHb yoeaquTeIbHOCTY pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

KommeHTapum: npu @QusukaieHoM O0cMompe Heo6X00UMO OUEeHU8AMb: COCMOSHUE KOMCHbIX
NoKp0808, CAU3UCMbIX; HAAUYUE WIU OMCymcmeue npu3Hakos 2emMoppazuieckozo U 0meuHoz0
cuHdpoma;  cneyuguueckozo NOpajgeHus Koxu, 2enamochieHomezanuu, JaumgoadeHonamuu;
npusHaxos ducyHkyuu LIHC, cepdeuHo-cocyoucmoti, 1e20uHoli, MouesdvloenumenbHoll, IHOOKPUHHOLL U
KOCMHO-CYCMABHOL cucmem, 0pzaHo8 X celyo0ouHO-KuuleuHozo mpakma. na pacuema naowaou



noeepxHocmu mesna Heo0x00uMo usmepeHue pocma u maccel meja, u nepea Kaxcobim Kypcom mepanuu
— eeca nayueHma ons akmyajiusauuu OaHHbIX.

2.3. JIabopaTOopHbIe TUATHOCTUUYECKIME VCCIeIOBAHNS

Bedywumu cumnmomamu MJIC sensomcs yumoneHuu, Komopsle OUuazHOCMupyrwm npu cmotikom
CHUXCEHUU 2eMamoJsiozudecKux noxkasamejeli Huxce nopozosvix 3HaueHuti: Hb <110 2/n u/unu
abcontomHozo uucna Heiimpogunos (AYH) <1,8x10%/n, u/unu mpombGoyumos <I100x10°/n. Bce
duaezHocmuueckue npoyedypsl HANnpasjieHsl HA UCKIIOUEHUe PeakmuBHbIX YumoneHuli unu opysux
KJIOHAJIbHbIX 3a60J1e8aHUTI KPOBEMBOPHOLL CUCEMbL.

Cnekmp nabopamopHblx UCCe008aHUl, Komopslli nomoxcem 6 eepugurayuu duazHoza M/IC,
npedcmasJieH Huie.

Iocne nonHozo mepanesmuueckozo 06cnedo8aHus NayueHma, UCKAUUBLLE20 «8MOPUUHBLL» Xapakmep
yumoneHuu, Heo6xo0uMo nposedeHue 2eMamosio2uueckozo 00c1ed08aHmusl, KOmopoe exaouaem 6 ceds:

® NYHKYUK KOCMHO20 M032a C uccnedosamuem acnupama KM:

— yumonozuueckoe uccnedoganue KM st 8visi6/ieHUs KaUeCcmeeHHbIX U KOUUeCM8eHHbIX U3MeHeHUll 8
K1emouHom cocmase KM;

— yumoxumuueckoe uccnedosamue Kaemok IpumpoudHozo psda HA Haauyue Koabyesvix (Gopm
cudepobnacmos;

— yumoeeHemuueckoe uccnedosauue ons onpeaeneHu.q Kapuomunda;

- uMJwaO(beHomunuquKoe uccnedosarue KM Ona eviaeneHus uumomempudeckux npu3Haxkos
aLlCMLleflOl’lﬂa&‘Cl,'

— MOJIeKyIsIpHOe uccnedosaHue 0Jis 8bisi8JieHuUss 0cobeHHocmetll 3a601e8aHuUsl;

e mpenauobuoncuio KM ¢ nocredywowum  2ucmonozuyeckuM U - npu  Heob6xooumocmu
UMMYHO2UCMOXUMUYEeCKUM uccinedosaruem KM.

ITepsuuroe  noomsepmoeHue MJIC  yenecoobpasHo npogodume 6  CNEYUAIUSUPOBAHHBIX
2emamoJiozuieckux yeHmpax (omdeneHusix). [ns adekeamuoill eepuguxayuu OouazHo3a u OyeHKU
OJuHamuku meueHus 6oJie3HU mpebylomcs nosmopHole ucciedosarus KM uepe3 HecKonwKo Hedellb,
Mecaues unu dayce siem.

Juazno3 MJIC siensemcsi npasomouHsIM, eciu nocie 4 mecyes Hab100eHus He 6bL10 OUAZHOCMUPOBAHO
J060e dpyzoe zemamosnozuveckoe UIU Hezemamosioeuveckoe 3abosesaHue, KOmopoe Mozio Obl
00BsICHUMb HAUYUe YUMoneHuu.

Zna eepupukayuu duazHosa, onpedenieHuss 8apuaHma 3abonesauust U 6vi60pa maxmuku mepanuu
Heo6X00uMo nposecmu NoJIHoe mepanesmuueckoe u zemamosiozuteckoe oociedosatue [1-5].

e Bcem maimeHTaMm Ipu momospeHnyu Ha MJIC, a Takke mociae Bepudukaunuyu 3aboseBaHus B
TeUeHMe BCEro Imepuoja HaOMIOmeHUs] U JieueHUs PEKOMEHAYeTCSI BbITIONHEHMe OO6Iero
(KIMHMYECKOTO) aHajaM3a KPOBM Pa3sBEPHYTOIO C TIOACYETOM JIEMKOIMTApHOV (OPMY/bI, C
MO/ICYETOM KOJMMYECTBA TPOMOOIMTOB M PETUKYJIOIMTOB HA aBTOMATMYECKOM aHaam3aTope C
LeNbl0 ONpeleNeHus NPUHALJIEXHOCTM K Tpynme pucka (cMm. pasgen 7.1 JaHHBIX
peKkoMeHIanuit) u BbI6opa TaKTUKM jiedeHus [12].

VpoBeHb yoeauTeIbHOCTY PeKOMeHanuii A (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 2)

KommeHTapum: 6oisi6jieHHble U3MeHeHus (2emo2100un <110 e/n u/unu abconomHoe UYucno
Heiimpogunos <1,8x10°/n u/unu mpomboyumos - <I100x10°/n npu HanUMUU NPU3HAKOS
ducmuenonoasa u dpyeux kpumepuee M/IC) nosgonsm sepupuyuposams duaz+o3 MJC, onpedenums
NPUHAdNIeXCHOCMb K 2pynne pucka u nomozym 8 8vibope makmuku mepanuu. Yacmoma ucciedosauus
3agucum om eapuanma M/IC, KAuHuYeckux nposiaeHuli u npoeoouMoli mepanuu u Moxiem
Konebamocss om excedHe8H020 ucciedosanus 0o excekeapmainvHozo. IIpu uacmom onpedeneHuu,
0C00eHHO 8 hepuod hposedeHUst mepanuul, 803MOMXHO 8bINONHEHUE KAUHUUECK020 aHANU3d Kposu Ha
asmomamuueckom aHanusamope, 6e3 nodcuema JetikoyumapHoii popmyssl 8 pyUHOM pexcume.



Ipu mpomboyumoneHuu yenecoobpaseH nepecuem no memody @DoHUO, 0COOEHHO HA MOMeHM
gepugukayuu duaeHoza M/IC, mak Kax npu HAAUUUU 2UeaHmMcKux opm mpomoOoyumos 603MOMCHO
3AHUMCEHHOE KONUuecmao mpomooyumos npu nodcueme Ha agmomamuyeckom aHaiuzamope.

e Bcem mammenTtam Ipu momo3peHuyu Ha MIC, a Takke mociae BepuduKamuy 3ab601eBaHUST B
TeueHye BCero Iepuoaa HabmomeHus u gedeHnuss MIC peKOMeHAYeTCsI BhIMOTHEHYE OOIIero
(KIIMHMYECKOT0) aHaau3a MOYM [AJIS OVMAarHOCTUKU COIMYTCTBYIOIIEN TMaTOJOTUU, a TaKke JIs
OIIEHKU Pa3BUTHS HePOTOKCUIHOCTY Ha (hoHe TpoBoAMMOTi Teparnuu [1,2].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (YypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

KomMmMmeHTapum: uacmoma ucciedosarus 3agucum om eapuarma M/IC, KIuHUuecKux nposeieHuti u
npoeoouMoli mepanuu, u Moxcem Koiebamascs om exce0HesH020 UCCe008aHUS D0 exe200H020.

e Bcem maimeHTaMm Ipu momo3peHuu Ha MIC, mocie BepuduKkaiuy 3ab0neBaHUS B TeUEHME
BCEro Iepuoma HaOIIOmeHUs U JIeYeHUS] PEKOMEHIYeTCS BBIIOTHEHNE OMOXMMMUUECKOTO
ob1eTepaneBTUYEKOTr0 aHaaM3a KPOBY C OTpeelieHreM YPOBHS 001ero 6eka, amb0yMUHOB U
IJIOOYJIMHOB, MOYEBMHbBI, KpeaTMHMHA, OwmIMpy6mMHa 0O6IIero, MpSMOTO U HEIpSIMOTo;
aJlaHMHAMMUHOTpaHcdepassl, acnapraTaMMHOTpaHcdepassbl, IeJIOUHO docdarassi,
JIAKTaTOeTUAPOTeHa3bl, YPOBHS XOJIE€CTEPUHA, TPUITIMILIEPUIOB, IJIIOKO3bl [Ji BBISBIEHUS
COITYTCTBYIOLIE} AaTOIOrUM U onpefeneHus Taktuku tepanuu MIIC [1,2,4,5].

VpoBeHb yoeauTeIbHOCTU pekoMeHzanuii C (ypoOBeHb JOCTOBEPHOCTHU JIOKa3aTe/IbCTB — 5)

KommeHTapum: sepuguxayus OmMKIOHEHUL 0m HOPMANbHbIX 3HAYEHULl NoMOoXem onpeodenums
06BeM 0nyxosnesoli MAaccol, HANUYUE NPU3HAKO8 2eMOaU3d U COnymcmeayouwel namosozuu, a maxxe
OueHUmMs paszsumue NnoOGOUHbIX S8EHULl HA QoHe nposodumoili mepanuu. Yacmoma ucciedo8aHus
3agucum om eapuarnma M/IC, KauHuueckux nposigieHuti u npoeooumoli mepanuu u Moxiem
K071e6amuCs 0m excedHe8H020 UCCNe008aAHUS 00 eeK8aAPManbHO20.

e Bcem maumeHTam mpu momospeHuu Ha MIC, a Takke mocie BepudbuKamuu 3aboneBaHMsI, BO
BpeMsI BCETO Mepro/ia HAGMIOAeHUS U JIedeHsT PEeKOMEeHAYeTCsI MCCIeJoBaHNe ChIBOPOTOUYHBIX
rokasareneii Merabonu3ama keime3a (Kene3o, OOIIAsl JKeIe30CBSI3bIBAIOIIASI CITOCOOHOCTH
CBIBOPOTKM, (eppuTuH, TpaHCPeppuH, HaCbllleHMe TpaHcheppuHa  JKene3oMm), C
MepUOANYHOCTBIO 1 pa3 B 3—-6 MecsleB IJis OLEHKU HAIUYUS WU OTCYTCTBUS medwuiura
Keje3a, a Takke OIpeleeHus MCXOMHOTO YPOBHS (eppuTHHA ChIBOPOTKM KPOBU U €ro
u3MeHeHUs Ha (oHe Teparuu, CBOEBPeMeHHOT0 Ha3HAUeHUsI XeJaTOPHOI Tepanuy U OIeHKU
ee addexTuBHOCTH [1,2,4,5].

KoMMeHTapumu: npu noseviuleHUU (GeppumuHa  Cbl80pOMKU  UeaecoobpdasHo  onpedensims
koHueHnmpayuio C-peakmueHozo Oenka (CPB) 018 ucKkawoueHus 60CNAIUMENbH020 Xapakmepa
U3MeHeHuUl.

VpoBeHsb yoenuTersHOCTH pekoMeHzanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTeNIbCTB — 5)

e Bcem manyeHTam npu nopospenun Ha MJIC, nocie BepuduKanyy AuarHosa B TeueHMe BCero
nepuona HaOMIONEHUs U JieueHUs PEeKOMEHAYeTCsl OlpeleleHNe YpPOBHS BuUTamMuHa B12
(umaHokoGanmamMmH) M (ONMeBOV KUCIOTBI B ChIBOPOTKE KPOBM ISl OLIEHKM Hedwuimra
BUTAaMMHOB TPYIIIIBI B 1 HA3HAUEHMST COOTBETCTBYIOMIEl Teparuy rpu ux nedurure [1,2,4,5].

VpoBeHb yoeaquTeIbHOCT pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

KommenTapumu: npu nposedexuu mepanuu MIC uenecoobpasHo onpedensimes 3HaA4eHUs 8UMamMuHda
B12 u ¢ponuesoli Kucnomeol 8 col8opomre kposu om 1 do 4 pas é 200.

¢ Bcem mamuenTam npu Bepubmkauyuy ayuarasosa MIC 3 rpymibl HU3KOTO pucka (cM. pasgen 7.1
IaHHBIX pEKOMEHIAaluii) PeKOMEeHAyeTcs, [0 Havaja TpaHCPy3MOHHOI Tepanuu
SPUTPOLUTCOAEPKALIMMY KOMIIOHEHTaMM, MCCAeN0BaHKe YPOBHS SPUTPOIO3TMHA KPOBU [JISI
orpeneeHust TaKTUKU Teparuu, B YaCTHOCTH, BO3MOKHOCTU Ha3HaYeHUs
SPUTPONO33CTUMYAUPYIOIMX rpernapaTtos (JIICII) nst nauyeHToB ¢ aHeMusimu [13].

VpoBeHb yoeauTeIbHOCTY PeKOMeHanuii A (YypoBeHb JOCTOBEPHOCTH 0Ka3aTe/IbCTB — 2)

e Bcem maumeHTtam Ajia Bepudukaiyu nuardosa MIC 1 Ha BceM MPOTSDKeHMM HAGMIOOeHNS TP
MOSIBJIEHUM  KJIMHMKO-Ta00paTOPHOM  KapTUHBI ~ PasBUTUS  TIeMOJUTUYECKON  aHeMuu



peKoOMeHAyeTCsI BhIIIOTHeHNe MpsiMoit Tpo6bsl Kymbca 1 yccienoBaHue ypoBHS ralTonNIo6MHa
KpoBu [14].

VpoBeHb yoeauTeIbHOCTY PeKOMeHaanmii B (ypoBeHb 0CTOBEPHOCTH IOKA3aTe/IbCTB — 3)

KoMmmeHTapumu: npu noseieHuu KJIUHUKO-J'[(160pamOpHOl:Z KapmuHsl passumus 2eMoJIumu4ecKkotl
avemMuu Heo6X00UMO UCKIOUUMD aymOLlMMyHHbll:Z xXapakmep U3MeHeHUll.

e [lamyeHTaM C KOIMYEeCTBOM 61acTHBIX KiaeTok B KM meHee 5%, a Takke Mpy HAIMUMUU KITMHUKO-
J1a60pPaTOPHBIX MTPU3HAKOB BHYTPUCOCYIUCTOTO reMosn3a npu Bepudukanyy nuaruosa MJIC, a
TaKKe TP UX TMOSIBJIEHUM B MEePUOJ, HAOMIONEHUs M JIeUeHNs PEKOMEH/IYeTCsl VICCIefoBaHe
KpPOBM METOAOM IPOTOYHOV UMUTODIyOPUMETpUM [Jis  BBIIBJIEHMS KJIOHAa KJIETOK
MapoKCM3MaIbHOM HOUHOII remorno6unypun (ITHT) [15].

VpoBeHsb yoenuTeIbHOCTU pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KA3aTe/IbCTB — 4)

Kommenrapun: Hanuuue IIHT-knoHa y nayuenmos ¢ M/IC onpedensemcs e 18-25% cnyuaes, u
pasmep KJIOHA MOxcem eapwvuposams om MUHOPHO20 00 KAUHUHECKU 3Hauumozo. Ilpu obHapyxeHuu
mpombomuueckux — OClOM¥HeHuii  nayuewmam ¢  IIHI-kn1oHOM — Moycem — nompeb6o8amscs
coomeemcmaywuas mepanusi.

e Bcem marmenTtam rpu Bepudukanuy MC peKoMeHayeTcsl MCCIeqOBaHME KOATyIoTrpaMMbl
(AUYTB, mnporpoM6yuH, GMOPMHOrEeH, arperamys TPOMOGOLMTOB) BO BpeMs IPOBeAEHMs
criendUUecKoit Tepanuu, rnepes NHBa3MBHBIMYM BMeEIIATETbCTBAMY (CTEPHATbHON IMYHKIINEN,
TPEernaHoOMOoIICKel, YCTAHOBKOW I[@HTPAJbHOTO BEHO3HOTO KaTeTepa, OMepaTUBHBIMU
BMeIIaTeTbCTBAMMA), AJISI OLIEHKM COCTOSIHUSI CBEPTHIBAIOIIEI CHUCTEMbI KPOBHU, a TakKe OeoK-
CUHTeTHYeCKON GpyHKuMM revenu [1,2,4,5].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanmii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

KoMMeHTapum: npu ewi81eHUlU U3MeHeHUll 8 ceepmblearolyeli cucmeme Kposu npoeooumcss ux
KOppeKyusl.

e Bcem manyeHTtam ¢ nogo3peHuem Ha MIIC, a Taxke MOATBepXKAeHHbIM nuarHo3oMm MIIC mpu
PasBUTUM TSDKENbIX MHQEKIMOHHBIX OCIOKHEHMII BO BpeMsSI IPOBEOEHMS CreludpuuecKoii
Tepanuy PEKOMEHAYeTCS MMMYHOXMMMUUYECKOe MCCAeqoBaHue OeIKOB ChIBOPOTKU C
ompeneseHMeM YPOBHS  MMMYHOITIOOYJAMHOB  KimaccoB G, A, M, mapampoTeMHOB,
KpUOII06yaMHOB, C-peakTUBHOrO 6Genka [16—18].

VpoBeHsb yoenuTeIsHOCTH pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTe/NIbCTB — 4)

KoMMmeHTapum: 6bis6/1eHHble U3MEHeHUs N0380Jam onpedeaums MmMakmuky conposooumensHoll
mepanuu Ha pasHsix Imanax nposedexus cneyuguueckoti mepanuu MZIC.

e Bcewm manmeHTam c rogospenueM Ha MJIC, a Takke Ipu TMOSIBJIEHUM CMMIITOMOB, XapaKTepHbBIX
I ayTOMMMYHHBIX 3a00JieBaHUIi COEIVHUTENbHON TKaHM, PEKOMEHIYeTCS MCCIel0BaHe
MapkepoB  BOCHaJeHMsI  COeAVMHUTENbHON  TKaHM  (aHTUCTpenTomm3mH-O  (ACJI-0),
peBMaTouIHbIN hakrop, auTr-[HK) 11 11MarHoCTUKY ayTOMMMYHHBIX 3a6omeBanuii [19].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypoOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KomMmeHTapum: aymoummyHHble 3a00/e8aHusi COeOUHUMENbHOL MKaHu HepeoKo npomexkarnm c
YUumoneHuueckum CuHopomom, umo mpebyem nposederus duppeperyuanvHoli duazHocmuxu M/IC, 8
mo xe epemsi npu MIC e 10% cnyuaes 6buls18/5110MCsSL CUMNIMOMbL U MAPKepsl AyMOUMMYHHbIX
3abonesaHuti coedUHUMeNbHOL MKAHU.

e Bcem nanueHTaMm c nogo3pennem Ha MJIC 1 BO BpeMsI JajibHelilliero jeyeHns He MmeHee 1 pasa
B TOJ PEeKOMEeHAYyITCs oInpeneneHue aHturen kmnaccoB M, G (IgM, IgG) k Bupycy
uMMyHomebunura denoBeka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B KpoBu;
MOJIEKYJISIPHO-610IOTYecKoe Mcc/ieJoBaHe KPpoBU Ha Bupyc rematuta B (Hepatitis B virus) u
Ha Bupyc rematuta C (Hepatitis C virus); ompemeneHue aHTUTEN K OJIeAHOI TperoHeme
(Treponema pallidum) B KpoBuM; [T MCKIIOUEHUS HAJIUUMS COIMYTCTBYIOIIEN IaTONOTUM
[1,2,4,5].

VpoBeHs yoenuTersHOCTH pekoMeHanuii C (YypOBEHb JOCTOBEPHOCTHU JIOKA3aTeNIbCTB — 5)



KoMMmeHTapum: 015 UCKAHOUEHUs YUMONeHUU, C6A3aHHOl ¢ uHpuyuposaruem BUY, npu svisaeneHuu
NOJIOHCUMENbHBIX MAPKePO8 — HAUAI0 NPOMUBOBUPYCHOU U aHmubakmepuaivHol mepanuu. Ilpu
nodo3peHuU Ha Haluuue 0cmpozo Wil XpOHUUEeCK020 BUPYCHO20 2enamuma npogooumcst onpedeieHue
pennuxkayuu eupycos zenamuma B u C 8 cweigopomke kposu. IIpu 6visiéneHuUU NoI0HUMENbHbIX
MapKepos — Haudauio npomueosupycHoli mepanuul.

e [lauyeHTaM C [JIMTEIbHOI IIMTOIIEHMEN IIpM HAAUUMKU SIU30H0B CyOheOPUIbHOM I
(hebpmbHOIT MUXOpanKM AJist Bepudukauu auarnoza MJIC, a Takke IpyU MPOBeNEHUM TepaTun
MJZIC c Uenbl0 WCKIOUEHUS] HAINUMS COIMYTCTBYIOUIEN TATOJOTUMM PEKOMEHIYIOTCS
MOJIEKY/IIPHO-6MOIOTMYEeCKOe MCCIeoBaHMe KPOBM Ha BuUpyc mpoctoro reprieca (Herpes
simplex virus); ompeneneHne aHTUTeNT K BUpycy mpocroro repreca (Herpes simplex virus) B
KPOBM;  MOJIEKYJIIPHO-OMOJIOTMYECKOe  MCCIeoBaHMe  KPOBM  HA  IIMTOMErajoBUpYC
(Cytomegalovirus); ompenenenmue anturen kiacco M, G (IgM, IgG) kK Bupycy dmimreitHa-bapp
(Epstein-Barr virus) B kpoBu [1].

VpoBeHb yoeauTeIbHOCTU pekoMeHzanuii C (YypoOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

KoMmeHTapum: npu 6ovis61eHUU NOJIOHCUMENbHBIX MAPKEPO8 U HANIUUUU XAPAKMEPHOU KAUHUUECKOL
KapmuHslL — HA4AJ10 NPOMuUBOBUPYCHOLI mepanuu.

e Bcem naumentam ¢ HB<100 r/m M KpacHbIM pocTKOM MeHee 10% peKoMeHAyeTCs
MOJIEKY/ISIPHO-OMOJIOTMYECKOe  VCCIeoBaHMe Tepudepuueckoii KpOBM M/WIM  IyHKTATa
KOCTHOTO Mo3ra Ha mnapBoBupyc B19 (Parvovirus B19) nnsa omnpefeneHuss Haauuus
uHGUIMPOBaHMS mapBoBupycom B19 [20].

VpoBeHb yoequTeIbHOCTY pekomMeHganuii C (YpOBeHb JOCTOBEPHOCTH A0Ka3aTe/lIbCTB — 4
KoMMeHTapum: npu 8vis18/1eHULU NOJOMUMETbHBIX MAPKEPOB — HAUAJIO Cheyuduueckoli mepanutl.

e [lanmeHTaM C M30AMPOBAHHON aHeMMel, 0COOEHHO B MOJIOAOM BO3pacTe, MpPU HAIUIUA
MPU3HAKOB remoiu3a Ay Bepupukanyym auarHoza MIC peKOMeHAyeTCs KOIMJYecTBeHHas
OIleHKAa COOTHOIIEHUS] TUIIOB TeMOTJI00MHA ISl UCKIIOYEHUS] BPOXKIEHHON TeMOTUTUYECKON
a”Hemuu [21].

VpoBeHb yoequTeIbHOCTY pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

KOMMeHTapI/H/IZ 8bIN0JIHEHUe OAHHO20 8UAA UCCIE008AHLS 803MONCHO MOJIBKO 6 HAY4YHbIX UeHmpax u/
uinu 8 pamkax Hay4Holx uccnedosaHull.

e [laumeHTaM, Yy KOTOpPbIX IIpM LUTOXMMMUUYECKOM MCCIEIOBAHUM  SPUTPOKAPUOLIUTOB
ompepnensitorcsi KC  6onmee uvem B 15%, [ uckiaodyeHus geduumuTa Wi  U30OBITKA
MMKPOSJIEMEHTOB C LIeJIbI0 AudepeHLaabHOi IMarHOCTUKM PEKOMEHIYeTCs JCCIeIoBaHue
YPOBHEN MeAy U LIMHKa B CBIBOPOTKE KPOBU [22,23].

YpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)
KommeHTapum: npu esisiéneHuu usmeHeHull — npogedeHue ux Koppekyuu.

e BceMm manyeHTaM C IUTOMEHUYECKUM CUHAPOMOM, a TaKKe TMPU IJIUTEIbHOM HaOIIOIeHUM,
PeKOMeHAYyeTCsI UCCAeS0BaHye YPOBHel TOPMOHOB IIMTOBUAHO JKejle3bl M HalUUMSI aHTUTEN
(TTT, T3, T4 cB., ATTIIO, aHTUTe/Ia K TUPEOIIOOYIMHY) AJIsI UCKJIIOUEeHMSI TUIIOTUPEe03a B paMKax
nuddepeHLManbHOM IMATHOCTUKY [24].

VpoBeHBb yoeOUTEILHOCTY PeKOMeHIanuii B (ypoBeHb J0CTOBEPHOCTHU IOKA3aTeNIbCTB — 3)
KommeHTapum: npu gsiséneHuu usmeHeHull — npogedeHue ux Koppekyuu.

e Bcem manmeHTaM [Iis BepudmKanuu OuarHosa, OMpeneNeHusT TPYNIbl puUcka [0
MIPOrHOCTMYECKUM IIKaJIaM, BBISIBJIEHNSI TTporpeccuu 3a6omeBanmsi B MIC ¢ n36bITKOM 671aCTOB
nin B OJI, KOHCTaTaUUy OOCTVDKEHUSI PEMUCCUM MU Pe3UCTEHTHOCTY K ITPOBOAVMOI Tepanumu
PEKOMEHAYIOTCS TI0TydeH)e LIMTOJIOIMUeCKOro Iperapara KOCTHOTO MO3Ta IyTeM ITyHKUUA
ITPYAVHBI WIM TOAB3JOIIOM KOCTM C aciupanyeli KOCTHOTO MO3ra M IOCIeAYIIVM
LIUTOJIOTUYECKUM MccnenoBanmeM maska KM (mmenorpamma) ¢ momcuetom coctaBa KM u
OLleHKa CTeleHM OUCIUIa3uy B Ka)KOOM DOCTKe KpoBeTBOpeHMS. [Ipy MomyuyeHMM «Cyxoro»
ITyHKTATa BO3MOYKHO MCIIOIb30BaHNE OTIIeYaTKOB TpenaHobmonrata KM [25-28].



VpoBeHb yoenuTeIsHOCTU pekoMeHanuii C (YypOBeHb JOCTOBEPHOCTHU JI0KA3aTe/IbCTB — 5)

KommenTapum: nodcuem cmenenu ducniasuu Heobxodum 011 eepuguxayuu OudazHo3a,
810C1e0CM8UU Nepecuumsl8ams cmeneHs oucnaasuu Heobs13amessHo.

e [lamyeHTaM, y KOTOpBIX Tpu uccienoBaHuyu KM BbisBIeHa OMUCIIA3USI JIMIIb B OJHOM W3
POCTKOB KpOBETBOpeHUs1 MeHee ueM B 10% K/IeTOK, HET yBeJMUYeHMs KOIuuecTBa 61acTOB B
nepudepudeckoii kpoBu wmium KM, KC cocraBasior MeHee 15% OT SpUTPOUTHBIX
MpeIIIeCTBEHHMKOB ¥ He BBISIBJIEHO I[MTOT€HETUYECKMX AaHOMAaJIil, PEKOMEHAYETCS
TIOBTOPHOE MCC/IeJOBaHME aclpaTa KOCTHOTO Mo3ra (Mueynorpamma) yepes3 1-6 mecsiies, B
3aBUCUMOCTY OT AVMHAMMUKM KIMHWYECKUX ITPOSIBJIEHUI 3abo0yeBaHMsI, IJIT OKOHYATEIbHON
Bepudukanyum MJIC [25-27].

VpoBeHb yoeaquTeIbHOCTY pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH IOKa3aTe/IbCTB — 5)

KoMMeHTapuu: maxue nayueHmsi, KaKk npasuio, umeiom yMepeHHYI0 YumoneHuio, u 0Osicmpoe
npozpeccuposarue 3a601e8aHuUs Y HUX MAL08EPOSINHO.

¢ Bcem mamnmenTam i Bepuduraiuy nyuardosa MIIC, BbISIBIeHMs ITPOTPeCCUm 3ab0IeBaHMs U B
psime crydaeB i OLeHKM 3(G(EKTUMBHOCTM Tepanuy PeKOMEHAYeTCS IIMTOXMMMUUeCKoe
ucciemoBaHMe MyKporipernapaToB KM A BeISIBIEHMST U TTOACYETa KOJIbIIEBBIX CUIEPOO6IacTOB
OT 0611Iero KOJMYEeCTBa IPUTPOKAPUOLIIUTOB [27-29].

VpoBeHb yoeauTeIbHOCTH pekoMmeHnganyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

KoMMeHTapuu: ¢ yKazaHHoll yeavlo NpUMeHsemcs peakyus ¢ 0epauHcKoli nasypeio. Ha ocHosaHuu
NOJIyUeHHBIX Pe3YNbIamos npouseodumcs onpedenerue gapuanma MJIC u és160p makmuxu mepanuil.

e Bcem maieHTaM peKOMeHIyeTcs LIUTOreHeTMUYecKoe MCCiefoBaHue (KapuoTui) kietTok KM
st Bepudukauyuy quardosa MIIC, onpenesieHus IPYIIbl PUCKA B COOTBETCTBUY C KPUTEPUSIMU
MPOTHOCTUYECKUX IIIKaJ, BbISBIEHUSI KJIOHaJbHOW 3BOMIOLNM, KOHCTATAallUM TOCTUKEHUS
LMTOreHeTnueckom pemuccuu [9,30-38].

VpoBeHsb yoeauTeIbHOCTU pekoMeHganuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KA3aTe/IbCTB — 4)

KoMMmeHTapum: 8 coomeemcmauu ¢ 8bi6JIeHHbIMU UBMEHEHUAMU Kapuomuna 6ydem onpedensimucs
sapuanm M/IC u pewamscsi 80npoc 0 Maxkmuke mepanuu.

e Bcem mnauyeHTam C HOPMajbHBIM KapMOTUIIOM, ITOBTOPHBIM OTCYTCTBMEM MMTO30B IpU
BBITIOJTHEHUYM CTAaHAAPTHOTO IIMTOTEeHeTUUEeCKOTO MCC/IeloBaHMS Ha MOMEHT Bepuduranmu
JMar"Hosa, Ipy MajloM KOJIM4YeCcTBe MUTO30B WINM MajlOM KOJI/YeCTBe aHOMAaJbHbIX MUTO30B, He
MO3BOJISIIONIVIM VAarHOCTUPOBATh aHOMAJIMM KapuoTuia, ajst Bepudurauym nuartosa MJIC u
ompeneseHNsT TPYIIbI MMPOTHO3a, a Takke sl oueHKM adderkrnBHOocTM Tepanuu MIC, mpu
HQIMYMM  BO3MOXXHOCTYM, PEKOMEHIAYeTCS MOJIEeKyIsIpHO-TeHeTuYecKoe MCCIefoBaHue
acmMpaTta KOCTHOTO MO3ra ¢ NpMMeHeHMeM MeTona (yopecieHTHOI TMOpuau3anuu in situ
(FISH) ¢ 3oHmaMM K 5-, 7-, 8-, 3-if 1 mpyrux xpomocomam [39].

VpoBeHb yoeauTeIbHOCTY pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

KoMMeHTapuu: 8visi6/eHlUe CKPbIMbIX AHOMAUTI KAPUOMUNA nomozaem 8epuuyuposams apuaHim
3abonesanuss u onpedensem 6vl60p makmuku mepanuu. Ha ce200HAwHUll OeHb B03MONCHOCHDb
8bINONHEHUSL O0AHHO20 6uUdd UCCIe008AHUS eCMb MOJBKO 8 HAYYHBIX UeHmpax uau 6 psode
CNeYUuaIU3UpPo8aHHbIX 1a00pamopuli.

e BceM rmamyeHTaM PEKOMEHAVIOTCS IIOydeHMe TIUCTOJIOTMYecKoro impemapata KM
(TpertaHoGuoICKs), B psage ciydaes (mpy Bepudumkanymy guargosa MJIC, mpy HeOObSICHUMOM
yCyTyOaeHU IUMTOMIeHNYECKOT0 CMHApPOMa) — OGuiaaTepanbHOE, M I1aTOJ0r0-aHaTOMMUUECKOoe
MccaenoBaHue OMOICUMITHOrO (oImepanoHHoro) marepuana KM mig BepubuKauuy AMarHosa
MIC u nuHaMmuuyeckoro HabmoneHus [9,40-44].

YpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommeHTapum: zucmonozuueckas xapmuva KM noseonsem nposodums OupdepeHyuansvHolii
duazHo3 u 8 danvHeliuiem oug@epeHyuposarHo nodxodums K 86160py Makmuku mepanuul.



e BceMm maiueHTaM Ha MOMeHT Bepubukanyyu MIC, a Takke B TIpoIiecce JeUeHUs ¥ TPOrpeccumn
3aboyeBaHMs, B CIyYastX, TpeOyoOIMX 6oiee TOUHON Bepudukanyuy nsmenenmnit B KM (Hanuune
IUCIIACTUYHBIX METaKapuOILUTOB, aTUMIMYHO PACIIONIOKEHHbBIX HE3PeJIbIX MPeIlIeCTBeHHMKOB
U OJIACTHBIX KJIETOK, CTereHb (GuOpo3a CTPOMBI, XapakTep JMMAOOUAHBIX CKOILIEHWMIT)
peKOMeHAyeTcsI IT1aTOJ0r0-aHATOMUYECKOe MCCIeoBaHue OGUOTICUITHOTO (OTepaliOHHOTO)
marepuana KM ¢ mpumMeHeHeM MMMYHOTUCTOXMMMUYECKUX MeTonoB (UI'X) [9,45-47].

YpoBeHb yoeauTeIbHOCTY pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

Kommenrapum: HUIX uccredosanus npu MIC nposodsm Ha cpe3ax napagpuHosvix 0J10K08
mpenarobuonmamos KM. Anmumena k CD34 npumeHsirom 018 8u3yanusayuul u nosayKoJauuecmeeHHoll
OUeHKU KJIemok ¢ OnacmHoli mopgonozueli 8He 30H 3HOocma; aHmumena k CD61/CD42b onsa
udeHmuuxayuu  Kiemok — MezakapuoyumapHozo pocmkd, —6bls8neHusT  Mez2akapuoonacmos,
Me2aKapuoyumos HeOOJbWUX pA3Mepo8 C  2unonobynsapHoiMu — sadpamu, Mmuxkpogopm. Ilpu
UMMYHO2UCMOXUMUYECKOM UCCe008AHUU MOMCHO 8bIsI8UMb: CHWieHue dKkcnpeccuu TdT+, CDI19+ u
PAX5+, umo xapakmepHo dna MIC; npu OJuggeperHyuanvHoli OuazHocmuke - NPUBHAKU
MOHOYUumMapHoii oupdepeHyuposKu npu «1e6om cdguze» paHyn0yumapHoz0 pocmKda ¢ XPOHUUECKUM
MUEJIOMOHOYUMApPHBIM Jetiko30M, 3ab6osiesanuem u3 epynnst M/IC.

PexomeHndyemas nauens awmumen 07 UMMYHOZUCHMOXUMYECKO20 UCCIe008aHUsl npu nposedeHuu
JduggepenyuansHoli duazHocmuku MIIC cnedyowas:

— epaHynoyumapmslii pocmok — muenonepokcudaza (0ns MJIC XxapakmepHo  CHUMEHUe
UHMEHCUBHOCMU IKCNPeCcUU MUenonepoKcudassl U Koauuecmad noloHUmensHoix Kaemok);

— MoHoyumapHulii pocmok — CD14, CD68 (PG-M1), CD163, ausoyum;
— 2pUMpPOUOHBLL pocmoK — 2emo206uH, CD7 1, enuxkogopun A unu C;
— mezaxkapuoyumapHwlii pocmox — CD61, CD42b, CD34;

— He3penvle Kaemku ¢ Onacmuoii mopgonozueii — CDI117/CD34 (8 couemanuu ¢ CD71 dna
8U3yaNU3aAYUU He3Peblx IPUMPOUOHBIX NPeOUIECTN8EHHUKO8).

e Bcem manueHtaMm npu nomospeHuy Ha MJIC u mpu mporpeccuy 3abGosieBaHVs], TP HaTIUUUU
BO3MOXXHOCTY, B Ta60paTOpuy peKOMeHAYeTCsI MCCIefoBaHye 61onornueckoro matepyana KM
METOAOM MPOTOYHON HUTOGIYOPUMETPUM MAJIST OMpeneseHus MPUHAIJIEKHOCTH OIaCTHBIX
KJIETOK M BbISIBJI€HUSI MMMYHOJOTMYECKUX TPU3HAKOB MUCILIA3MM, a TaKKe OIpeereHus
HaIM4UMs MUHMMAaJIbHOM Pe3uayalbHO 60me3HM [48-53].

VpoBeHBb yoeaUTEeILHOCTY PeKOMeHAanuii B (ypoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 3)

KoMMeHTapum: npomouHas yunmomempus no3goJisiem onpedeaums KOHKpemHole U3MeHeHUS KJIemoK
omadensHblx pocmkos KposemeopeHuss KM. Hu o00uH U30UpPOBAHHBLI UMMYHOpEHOMuUnuueckuti
napamemp He 0oKa3an c80w OudzHOCMuueckyw 3Hauumocms 01 MJC, HO ¢ nomMouwplo aHAIU3a
KOMOUHAyuli 0moOenbHbIX NPU3HAKO8 603MOMCHO OMAUUUMbL 3MO 3abosiegaxue om Opyeux eudos
yumoneruu. O0Hako, daHHslli Memod duazHocmuku docmyneH moJivko 8 PedepanvHovlx UeHMPAx Uil 8
PaMKax KAUHU4eCcKUx ucciedo8aHui.

e Bcem mammMeHTaM C TIOATBepXKOeHHbIM nmarHo3oM MIC mpy HaauMuuy BO3MOXKHOCTU B
nmabopaTopuy peKOMEeH/IyeTCsl MOJeKy/IsIpHO-TeHeTUYeCcKoe uccienoBanme Kposu uam KM mis
BBISIBJIEHMSI MyTauuii reHoB (SF3B1, TP53, ASXL1, ETV6, RUNXI1, GATA2, DNMT3A, TET2,
IDH1/2, FLT3) v onipefiefieHNsI TpOrHO3a 3a6oneBanus [54—56].

VpoBeHb yoeauTeIbHOCTY PeKOMeHaanmii B (ypoBeHb 0CTOBEPHOCTH OKA3aTe/IbCTB — 2)

e [Manyentam ¢ MIC, nporekammum ¢ (Gubpo3oM CTPOMbI, PEKOMEHYETCSI MOJIEKY/ISIPHO-
reHetmuyeckoe ucciegosanue Kposu win KM niig BwisiBieHust myTauuii B reHax (JAK2, CALR,
MPL), oripesieneHysi MPOrHo3a 3a6oeBaHus U BbI6Opa TAKTUKY Teparuu [57,58].

YpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

e BceMm nmamnyieHTam Mosnosxe 40 jieT ¢ NoAo3peHreM Ha KOHCTUTYLMOHATbHBIN XapaKTep aniasumn
KpPOBETBOpeHMs, peaiiecTBywmiein passutuio MJIC, pekoMmeHayeTcs 1cciefoBaHNe KPOBU Ha
TeCT C AVBTIOKCUOYTaHOM JIJIsT UCKITIoueHust anemuu @aHkoHu [59].



VpoBeHsb yoenuTeIsHOCTH pekoMeHzanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

e [Tanmentam MC 13 Ipymiibl IPOMEKYTOUYHOTO- 1, -2 1 BbICOKOTO pucka mo IPSS (cm. paspen 7.1
JaHHBIX PeKOMeHJaluii), KOTOpble MOIYT pacCMaTPUBAaTbCS B KayeCTBe KaHIUAATOB JI
BBITIOJTHEHMS TPAHCIUVIAHTALMM aJUIOTEHHBIX TeMOTIO3TUYECKUX CTBOJMOBBIX KeTOK (amno-TI'CK)
pekomeHayeTcs onpenenenne HLA-aaTureHos. [1,4,5,60].

VpoBeHb yoequTeIbHOCTU pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH IOKa3aTe/IbCTB — 5)

KommenTapum: munupogarue nayueHmos ¢ M/IC u nomeHyuanvHsix podcmeeHHslx 00Hopo8 KM u
I'KC no HLA-anmuzeHam I u II knacca nposodumcs ¢ ueavkd NOUCKA UOEHMUUHBIX NO AHMUEHAM
mkaHesoli cosmecmumocmu nap 0na nhpogedeHuss mpamcnaaHmayuu. LlesnecoobpasHo makxice
Munuposauvue peyunueHmos, He UMEOWUX NOMEHYUAIbHBIX POOCMBEHHbIX JO0HOPO8, Ons
ocyujecmeaieHus NOUCKa HepodCmMeeHH020 00OHOPA 8 POCCULICKOM U MeXOYHAPOOHOM pe2ucmpax.

e Bcem maumeHtam MJIC pekomeHAyeTcs olpefejieHNe OCHOBHBIX Tpymm mno cucreme ABO,
antureHa D cuctemsl Pesyc (pesyc-dakrop), deHotuna mo anturenam C, c, E, e, Cw, K, k u
AHTUAPUTPOLUTAPHBIX ~AHTUTEN, TPYNIbl KPOBM C (EHOTUIIOM C IIeblo Mopbopa
TpaHCPY3MOHHBIX CpeJl ¥ MUHMUMMU3ALUUU TpaHChY3MOHHBIX peakiinii [61].

VpoBeHb ybenuTenbHOCTU pekoMeHAaluii C (ypoBeHb TOCTOBEPHOCTHM TOKA3aTEIbCTB 5)

KoMMeHTapum: yuumoi8as 8blCOKYyH uacmomy mpaxcysuil u passusawujuecs 8nociedcmsuu
CeHCUBUIU3ayu K OOHOPCKUM KOMNOHEHMAM KposU U 3PUMpOYUMAapHulli Xumepusm, nposedeHue
mpawcgy3uti sapumpoyumHoii maccel cniedyem nposoduims ¢ yuemom ¢eHomuna.

2.4. U"ncTpyMeHTa/IbHbIE€ JUArHOCTUYECKME UCCIeJOBaHUS

HucmpymenmanvHole  Memoodsl  UCCNE08AHUSL  NO380AI0M  Nposodums  OuggepeHyuanbHyno
0uazHOCMuUKy YumoneHu1ueckozo CUHOpPOMA U 6bl8UMb HAIUuUe COnymcmeywuwell namonozuu npu
MJZIC [1-5].

e Bcem maimeHTtam c momospeHueMm Ha MIIC peKOMEHAYeTCSI BBITIOJNIHEHME YIbTPa3BYKOBOTO
ucciaenoBanust (Y3U) GPIOIIHOM MOMOCTM M 3aGPIOMIMHHOIO MPOCTpaHCTBa, Y3U MUTOBUIHOM
>kene3bl, Y3U opraHoB Masioro Tas3a [JJis SKeHIIMH M TpefCcTaTe/bHONM >Kee3bl OIS MYKUMH,
Ox0oKT' 1151 oripesiesieHMsI COIYTCTBYIOLLe rTaTonoruu [1].

VpoBeHb yoeauUTeNbHOCTY pekoMeHaanuii C (YpOBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB — 5)

KommenTapumn: Y3 6piowHOl nonocmu u 3a0prouuHH020 NpocmpaHcmea (neueHv, Ceje3eHKd,
noocenyoouHas xenesd, HeauHolli Ny3vips, JUMGamuueckue y3sl, 8 MoM Uucie u nepugepuueckue)
nposodumcs npu nodozperuu Ha MJIC u e npoyecce JieueHus: 0151 8blsA8JIeHUSI 2eNamMocnieHoMe2alul,
Jum@adeHonamuu u namosioeuu Opyeux MU3HEHHO BAMCHBIX O0pPeaHO08. [l UCKIIOUEHUs HAIUuUsl
namonoz2uu wumosudHoli xene3vl (Komopdas Moxcem npomekams ¢ aHemueti u mpomboyumoneHueti)
nposodsam Y3U wiumosuoHoli xcenesvl, YU MOJIOUHBIX Hcesle3 Ul Mammozpapuio — ons UCKAI0UeHUs
H08000pazosarus; IxXoKI dns oyeHKU cOCMosaHUs cepdeuHo-cocyoucmoti cucmemst npu NOO03peHUU Ha
M/IC u 6 npoyecce neueHusl.

e Bcem nauyenTam c nogospenvem Ha MJIC pekomeHpyeTcs rnposefeHne komnbiorepHoii (KT)
WX MarHUTHO-pe30HaHCHOI Tomorpaduu (MPT) ronossi aas uckatoueHus mnatonoruu ITHC (B
YaCcTHOCTM HOBOOOpasoBaHmii ITHC), koTopas MOKET COIIPOBOXKIATHCS IMTOMEHUYECKIUM
CUHAPOMOM [62].

VpoBeHb yoeauTeIbHOCTU pekoMeHanuii C (YypoOBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

e Bcem mammeHTtam ¢ nopo3peHreM Ha MIC m Ha BCex MOCIEOYIOIIMX 3Talax JeyeHUs
PEKOMEHAYETCSI BBIMTOJIHUTL: PEHTreHorpaduio TPYOHOM KIETKM B 2 IpoeKuusix miau KT
TPYOHONM KJIEeTKU (IJIs1 UCKJIFOUEHMS MOpakeHUs JIETOYHOM TKaHU M OPTaHOB CPelOCTEHUS KakK
BOCHAJIUTEIBHOIO, TAK ¥ HEBOCIAIUTE/IbHOIO Xapakrepa) [1].

VpoBeHb yoeauTeIbHOCTH pekoMmeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

e Bcem HamyeHTam d MOJ03peHneM Ha MIC PEKOMEHAYeTCSI  BBITIOTHUTH
a3odaroracrpogyoneHockonuioo (SIC) ¢ wuccnemoBanmeM Ha Hamumume H. pylori s



MCKITIOUeHNs] XpOHMUYeCckuX 3aboseBaHuMii MiIM HOBOOOpPA30BaHMII NMUILEBONA, skenynka, 12-
IepCTHO Kumku [1].

VpoBeHb yoeauTeIbHOCT pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

e Bcem mainmeHTaM ¢ mnomo3peHueM Ha MJIC Hu3koro pucka (cMm. pasgen 7.1 maHHBIX
pekoMeH a1 Mii) peKOMEeHYyeTCsI BbIIIOJIHEHVEe KOJIOHOCKOIIUY [IJISI UCKTIOYEeHUSI XPOHUYECKMX
3a6oseBaHmit 1 HOoBooGpa3oBaHuii JKKT, KOTOpble MOTYT COMPOBOXIATHCS IIMTOTIEHUYECKUM
cuHApPOMOM [1].

VpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (YypOBeHb JOCTOBEPHOCTHU J0Ka3aTe/IbCTB — 5)

e Bcem nanueHnTam ¢ nnogo3penuem Ha M/IC u B miporiecce Tepany peKOMeHIyeTCsI IpoBefeHne
OKT' 1151 OLleHKY COCTOSIHMS CepLLeuHO-COCYACTON cucTeMsl [1].

VpoBeHb yoeaquTeIbHOCT pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 5)

2.5. ViHble AuMarHocTuyeckye uccjaeqoBaHus

e Bcem mauyeHTaMm ¢ rnopospeHreM Ha MJIC, B mpoiiecce HaGMOeHNS ¥ JIedeHUsI TIAllIeHTOB C
MOC npu HaiuuMy TOKa3aHUii PeKOMEeHAYIOTCA KOHCYJAbTallMM Bpaueii-CrenuajnucToB
(odrampMmornora, HeBpoJIOTa, KapAMOIOTa, ITMHEKOJIOTa, yPOoJIoTa, FaCTPOIHTEPOJIOTa, B TOM UKCIIe
CrelaNu3upPyoNIerocs: Ha 3a60eBaHusIX MeUYeHH (TeraTosora), peBMaToiora, SHA0KPUHOJIOTa,
OHKOJIOTa, B TOM YM)CJIe CIIeIMaJIU3UPYIOIIEroCcsl Ha pake MOJIOYHOM >kene3bl (MaMMOJIOra),
OTOPVHOJIAPUHTI0JIOrA) AJIS1 AMAarHOCTUKY COITYTCTBYIOLIEN ITaTonoruu [2].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii C (YpOBeHb JOCTOBEPHOCTH JOKa3aTEIbCTB — 5).



3. Jleuenue

Muenoducnnacmuueckue CUHOPOMbl S8JISHONCSA UPE38bIUALHO 2emepozeHHOl 2pynnoli 3abose8aHutl,
HayuHas om opm ¢ noumu HOpManbHOU NPOJOIHCUMENBHOCMBIO HU3HU U 3aKAHUUBASL 8APUAHMAMU,
CX00HbIMU  no  meueHuro ¢ OMJL Puck-adanmuposaHHas cmpamezusi JiedeHusl s16Ji1emcs
o6s13amenvHbIM  ycl08UeM Npu  maxoli pasHopooHocmu. IIpozHocmuueckue Gakmopsl MOMCHO
paszdenums Ha me, KOmopsle KACAWMCA XApaKkmepucmuk camoz0 nayueHma, u me, KOmMopole
onpedensrmcst 0C00eHHOCMAMU KOHKpemHo20 eapuarnma M/IC.

K comanenuto, Heobxodumo npusHams, umMoO 8 HAcmosiujee 8peMs Hem  YHUBEPCANbHOL
npoeHOCMuU4ecKoll WKapl, Komopas ekawuana Ovl ece 3Hauumsle 011 MJIC napamempeol
(mopgponozuueckuti sapuarnm, JIAIL, B2-MuxpoznobynuH, ¢eppumux u m. 0.), U 8 Mol c8s3u npu
NPUHAMUU peuleHusl 0 8bI00pe MAaKMuKUu mepanuu MOXCHO OUeHUBAMb NPOZHO3 CPA3y NO HECKONbKUM
wkanam (IPSS, IPSS-R, WPSS) (cm. pasoden 7.1 oaHHbix pekomeHOauuii). HayuHsie dokazamenscmea
apgexmusHocmu u OezonacHocmu OOCMYNHbIX Mepanesmuueckux onyuti nojyueHsl 8 KAUHUUECKUX
uccnedosanusx (KH), e komopsix cmpamugukayus nayueHmos nposoouiacb Ha 0CHO8e CUCIEMbl
IPSS, a 6 nocnedHue 20061 u Ha ocHose IPSS-R. Kak cnedcmeue, ace (pakmuueckue pekomeHoayuu no
JIeUeHUK 0CHOBbIBAIOMCS HA pa3deneHUuU NayueHmos Ha epynnsl UMeHHo coenacHo IPSS u IPSS-R, umo
no3eonsem poccutickomy 3Kcnepmuomy coobujecmey pekomeHdogame Ux 6 Kauecmee 0a308020
uHcmpymeHma npu Gopmyauposanuu ouazHoda u esl0ope mepanesmuueckozo nooxoda. Takice
cnedyem euje pasz noouepkHyms, umo 0l popmuposaHus 6ojiee uemkozo npedcmasieHus o0 meueHuu
3abonesaHus U 6bl60pa ONMUMAJILHO20 —Mepanesmuuyeckozo 803delicmeus  HACMOAMENbHO
pekomeHOyemcs. 8bINOJIHAMYL NOBMOPHOe 00C/ed08aHue NAYUeHmos, a He OCHO8bIBAMbCA HA
eduHuuHbIx pezynemamax. Ilkansl pucka npedcmaesieHvl 8 pasdene 7.1 OaHHblx peKoMeHOayuli
[1,2,30,63,64].

Jns nayueHmos ¢ HEOYEHEeHHbIM 6 CUy MexXHUUeckux NpuyuH Kapuomunom npu 6ulbope
mepanesmuyeck020 pexcuma ciedyem npuHuMams 60 HUMaHue mopgonozuueckuii eapuarnm MC no
knaccupuxayuu BO3, konuuecmseo 6nacmuolx kiemoxk 6 KM u duHamuky ux usmeHeHus, K1emouHocms
KM u maxcecms yumonenuti [1].

Buibop mepanuu 3asucum om 8o3pacma nayuexma, sapuarma M/IC, npuxadnexcHocmu K epynne
PUCKa, HAIU4Us u maxecmu conymcmayioujeti namonozuu, Haauuus HLA-cosmecmumozo doHopa. Ha
ce200HAWH ULl JeHb peKoMeHAYemcsl ucnonv3osams Kak wkany IPSS, mak u IPSS-R ons 6osee mouHozo
onpedeneHus NPozHO3a 3a00J1e8AHUSL.

B mepanuu M/IC ¢ yuemom ocobenHocmell namozeHne3a u pazHopoOHOCMu 3a00e8aHus cyujecmayem
HECKOJIbKO HanpaseieHuil, 00Hako Haubonee I(PPekmusHbIMU U NPUSHAHHLIMU B0 B8CEM MUpe
aena0mca:

= cumnmomamuueckast mepanusi:

— 3amecmumesibHasa mepanusia KOMNOHeHmamu Kposu (60Hopcr<ue apumpouumeaol, 00Hopa<ue
mp0M6014umb1, CBeX#e3aMOpONHeHHas N1a3ma),

— XelamopHas mepanus,

— CMUMYIMOpPbl 2eM0N0334,

— aHmMubaxkmepuaibHas mepanus;

— yumocmamuueckasi mepanus:

— IIXT no npozpammam seueHuss OM/JI,

— Huskodo3Has XT,

— eunomemuaupyoujue npenapamel;

— UMMYHOCYNpeccu8Has U UMMYHOMOOYIUpYIouias mepanusi:
- ATT,

- HCA;



— eHanudomuo,
— CNJIEHIKMOMUS;
- a/L102eHHAs MPAHCNIAHMAYUsL 2eMONOIMUYECKUX CME0J108bIX Kiemok (aino-TI'CK) [1-5].

EoduHcmeeHHbiM mMemodom 6uonozudeckozo usneuerus sensemcsa TI'CK, odwaxo monvko 6 5-10%
cyuaes yoaemcs peaauso8ams 3imy Npozpammy, 8 cesa3u ¢ omcymcmeuem HLA-udeHmuunozo doHopa,
coMamuuecKum Canmycom u 803pacmom hauueHma, a mak xce ocooenHocmsamu M/IC.

Ipu neuenuu nayuenmos ¢ MJIC donyckaemcs couemauue viule nepeuucieHHslx udos mepanuu, a
makie ee nociedosamesnvHoe HA3HAUeHUe 6 (853U C HeappekmueHoCmbvlo u/unu npozpeccueti
3abonesarus. Tax, y 00HOz20 nayueHma 603moxcHo npogederue HCT u npu npozpeccuu 6 MIC-UB-1
unu Ub-2 — na3HaueHue zunomemuaupyowux npenapamos unu I1XT.

HeoodHopoonocms MJIC  ocnoxcHsem makxe U OyeHKy omeema Ha mepanuw. B 2000 -e.
MescoyHapoonas pabouas epynna (IWG) onpedenuna cmaHdapmu3o8aHHsle Kpumepuu omeema npu
M/IC. B nocnedywoujem OoHU Obvliu nepecmompeHsl u 00HO8AeHbl 8 2006 2. (cm. IIpunoxcerue I'1).
Kpumepuu IWG onpedensitom pasiuuHslie acnekmsl 0meema ¢ yuemom ueseti jeueHus U 8KaUanm
cebs IIP u YP, yumozeHemuueckuli omeem, 2eMamojiozuueckue YAyuuleHuss U Kauecmeo MU3HU.
Hcnonwv3osanue amux xpumepues peKoMeHO08AHO KaK Osl KAUHUYECKOU Npakmuku, maxk u npu
nposedexuu KU [65].

e TTammentam MJIC 13 Tpymiibl HU3KOTO U MMPOMEKYTOYHOro-1 prcka mno mikaae IPSS (cm. pasgen
7.1 paHHBIX peKOMEeHIAlNIi) U OYeHb HM3KOTO ¥ HM3KOro pucka mno mkaue IPSS-R (cm. pasgen
7.1 [maHHBIX pEeKOMEeHMalMii) ¢ OecCMMIITOMHOM LUTOIEHNWE) He pPeKOMEeHIYeTCs
crienuduyeckoe JieyeHue, a MOKa3aHO IMHAMMYECKOe HaOJIofeHMe MallMeHTOB — TaKTHKa,
Ha3bIBaeMasi «<HaOMIOAAl 1 JKI1», C 1IeJIbI0 KOHTPOJIS 32 pa3BUTKEM 3aboneBanus [1-5].

VpoBeHb yoeauTeIbHOCTH pekoMmeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

KommeHTapum: 63pocisle nayueHms. ¢ nepsuuHoim MJIC u3 epynhel HU3K020 pucka ¢
OeccumnmomHoli  yumoneHuet, He mpelOyloujeli npogedeHus 3amMecmumesnpHoll — mepanuu
KOMNOHEHMAMU KPOBU, He HyH#0awmcs 8 JjeueHuu U Juwb mpebynm pezysspHozo 00C/1e008aHUSL.
BoiudamensHas cmpamezust MOxem UaMeHuUmucsi 8 6yoyujem, 6 ciyuae paspabomku 0e30ndcHbsix,
MeHee azpeccusHblX WU MapzemHslx Memooos JieueHus, CNOCOOHbIX 81ULMb HA NPOZHO3 3a001€8AHUS.
Heob6x00umo noduepkHymu, 4mo nayueHmsl U UieHsl UX cemblU QOJIHCHbI NOHUMAMb, 4mo 6e30nacHocmo
HabnodamenvHoz0 Nooxoda 3asucum om pezyiapHOCMU MOHUMOpUHea. Llenvio OuHAMUuecKozo
HabnodeHus s6Jisemcsi paHHee pAacNO3HABAHUE NPU3HAKO8 YCYeyOneHuss yumoneHuu, NnoseaeHus
MPAaHcQy3UOHHOL 3asucumocmu, ygeauueHus: yucia 6aacmusix kiemok 6 kposu uau KM, a makaie
OUYeHKa 380II0YUU Kapuomund.

3.1. KoHcepBaTUBHOeE JIeUeHM e

e Bcem nmanyentam MJIC ¢ aHEMMYECKUMM KaJI00aMy ¥ CMUMIITOMaMU IMIToKceMun rpu HB <85—
80 r/n pekoMeHAyeTcsl IpOBeleHME 3aMeCTUTENbHONM Tepanuy 3SPUTPOLUTCOLEPKAIVMU
KOMIIOHEHTaMM JOHOPCKOI KPOBU [JIs1 KOMIIEHCALMY/KyIIMPOBAaHUS CUMIITOMOB aHeMUU [66].

YpoBeHb YOeaUTEILHOCTY peKOMeHAauuii A (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB — 1)

KommeHTapum: daxHsle 0 NOKA3aHusx K UCNONb308aHuio mpancgysuu spumpoyumos npu MJC
HOCAM 02PAHUYEHHbIU Xapakmep. 3asucumocms om 3amecmumensHoll mepanuu 3pumpoyumuoti
maccoii y nayuernmos ¢ MZIC accoyuupyemcst ¢ nJ1oXuM npozHO30M U, KaK npasuno, o0ssicHsemcs 6onee
azpeccusHslM Xapakmepom meueHust 00Ne3HU, HAAuuueM msxienoli aHemuell U MOKCUYHOCMDbIO,
C8SI3aHHOLI ¢ mpaHcpy3uamu. YposeHs zemozaio0uHa Huxce 90 2/n ona myxcuur u 80 2/n Ona ’eHujuH
5187151emcsl He3asUCUMbIM (PAKmMoOpoM NpozHO3d, C83aHHbIM C cokpaujeHuem OB U 8bICOKUM PUCKOM
amanvHbix cepOeuHO-coCYyOUCTBIX OCIOHCHEHULL.

Hukakoti KoHKpemHbLll YP08eHb 2eM02N00UHA He Moxcem Gblib PEKOMEHO0BAH 8 Kauecmeae nopo208020
u onpedesnsiouje2o NoKasauuss K mpavcysuoHHoli noddepicke. PeweHue credyem npuHumMams Ha
OCHOBAHUU UMEIOWUXCA Y NayueHma CuMnmomos u conymcmeyioujux 3abonesaruti. @opmanusys
8blUleCKA3AHHOe, DKCNepmHAas epynna no duazHocmuke u jeveHur nayuermos ¢ M/C pekomeHdyem
8bINOIHEHUE MPAHCHY3UTI IPUMPOYUMCOOEPHAUUX KOMNOHEHNO8 NPU CHUMCEHUU 2eMO02JI00UHA HUMCE



85-80 2/n u KAUHUUECKUMU CUMNIMOMAMu ymepeHHoUl aHemuu. TpaHcgysuu 00HOPCKUX 3pUMpPOYUmMos
Heobx00uMo nposodums ¢ yuemom peHomuna no pesyc-gakmopy.

e TMaumentam MJC npM pasBUTMM KPUTMYECKOil TpombouuromeHmyu (<10-20x10%/1)
peKOMeHAyeTcsI TIPOBe[ieHNe 3aMeCTUTENbHON Tepanuu TPOMOOIMTHBIMU KOHILIEHTPAaTaMu
I71sT IPOGUIAKTUKY TeMOPPAarnIeckux OCJIOKHEHUIA, a TIPU UX HATWMYUM U TIpU 6osiee BICOKUX
T0Ka3aTessiX TPOMOOLIMTOB, C I1eJIbI0 KyMMPOBAaHNSI TeMOPParnyeckmx oCIosKHeHnit [1-5].

VpoBeHb yoeauTeIbHOCTY pekoMeHganyii C (ypoBeHb JOCTOBEPHOCTH OKa3aTe/IbCTB — 5)

KommeHTapum: yposeHb mpomMOOyumos, npu Kkomopom y nayueHmos ¢ MJIC 803HUKaom
2emoppazuyeckue OCNOXCHEHUs, YemKko He onpedeieH U eapsupyem om hayueHma K NayueHmy.
Hmerowjuecs daHHble 0 NOKA3aHusix Kk mpaucgysuu mpomoboyumos npu MZC kpatiHe ozpaHuieHsl.

Ipogunakmuueckas mpaxcgysus mpomboOYUmMos pekomMeHoyemcss nayueHmam ¢ YpoeHem
mpomboyumos Huxe 10,0x10°/n unu npu yposne Huxice 20,0x10°/n npu nanuuuu n06ozo pakmopa
pucka 0ns pazeumus KpogomeueHus (MUXOpaodkd, uHgekyus, 6bicmpoe CHUXCeHUe MpomMOOyUmos,
uHBasusHvle npoyedypsl), npu ycaosuu, umo mpomboyumoneHus npuxodsujas. MHozonemHss
mpomoboyumonenuss  0e3  2emMoppdzuieckoz0  CuHOpomMa He — Hyx#odaemcs 8  pezylsPHbIX
npoguaakmuueckux mpaHcgy3usx mpomooyumos.

e JTanmentam ¢ MIC 13 rpynibl HU3KOTO PUCKA M MPOMEXYTOYHOro-1 pucka o mkane IPSS u
IPYIIIbl OY€Hb HU3KOTO, HU3KOTO U NMPOMEXYTOYHOro pucka o mkaue IPSS-R (cm. paspen 7.1
IaHHBIX peKoMeHIaluii); BceM KaHauaaTaM Ha rpoBenenye amno-TI'CK; nammentam ¢ MJC u3
I'PYIIIBI IPOMEXYTOYHOTO-2 M BBICOKOTO pyrcka 1o 1mKkaie IPSS 1 13 rpymnmnsl NpomMexyTOYHOro,
BBICOKOTO ¥ OY€Hb BbICOKOTO prcka 1o mikaje IPSS-R npu moctmskenuun pemuccun MJC, miocie
tpaHchysum 10-20 103 [TOHOPCKUX ISPUTPOLMTOB, TIPM IIOBBIMIEHMM CHIBOPOTOUHOTO
dbepputuna 6Gomee 1000 HI/MI peKOMEHAYeTCS IIPOBeJeHMe XeJaTOpPHOM Tepammuu
#nedepasuporcom™™ miis ycTpaHeHUST M30bITOYHOTO HAKOTUIEHNS JKene3a [67—-74].

VpoBeHb yOenuTeIbHOCTY PeKOMeHJauuii B (YypoBeHb JOCTOBEPHOCTH JOKA3aTe/lIbCTB — 2)

KoMmmeHTapum: y nayueHmos, KOMOpsIM pezyasipHO NpPo8oodsmcs Mpanc@ysuu 3pumpoyumuot
MAccol, HeU3MEeHHO pa3zeusaemcsi 8mMopuuHas nepezpyska xcenezom. O0Ha eduHUYaA I3pUMpoyuUmMHoU
maccel codepxcum om 200 do 250 me xcene3a, a nepezpy3ka Moxcem 803HUKHYMb yxce nocae 10-20
nepenugatuti. CoenacHo Poccutickum u MexcoyHapooHsiM NYONUKAYUAM BbISI8IEHO CIMAmMucmuuecku
docmogepHoe ymeHvweHue OB 6 2zpynne nayueHmos C nepezpy3Koll xcese3oM, C653aHHOU ¢
mpauc@ysuoHHotll 3asucumocmeto. KoceeHHbIM OUOXUMUUECKUM MApKepoM nepeezpy3Ku  iene3om
YCJI08HO NPUHSIMO CUUMAmMy NoevluleHUe YpoeHs eppumuna coleéopomku kposu 6osee 1000 He/mI.
IpesviuieHue 3mozo0 nopoza omuemnuso Koppeaupyem c ozparuueHtoti OB (HR 52,4; p <0,0001) u
nosblileHHbIM puckom mparcgopmavyuu 8 OMJI (HR 6,6; p <0,0001).

Tepanuto xenamopamu xese3a caedyem paccmampueams 6 Kauecmee Heo0xo0umoll onyuu
mpatcgysuonHodasucumsim nayuenmam ¢ MAC-JIZI, M/IC-KC, MIC-M/] u M/IC ¢ 5q-. YposeHs
peppumuna Heob6xo0umo onpedenums 6 debome 3a007e8aAHUS U OMCIEHUBAMb KAXOble 3 Mecaya 6
JuHamuke. HccnedosaHue eppoKUHEMUKU HeamensHo nposodums He paHee uem uepe3 10—14 OHeli
nocjie nocieduetli mpacgysuu OHOPCKUX 3pUmMpoyumos, eHe UHpeKyuoHH020 3nusoda. ITayueHmam ¢
M/IC, xomopsle [818H0MC NOMEHUYUANbHbIMU KaHOudamamu Ha nposederue anno-TI'CK, makice
nposodumcsi mepanusi xeiamopamu enesa 8 npedmpaHcnaaHmayuoHHoM nepuode u nocne
evtnosiHeHus aano-TI'CK npu coxpaHeHuu npu3HaKos nepezpy3Ku Heie3om.

Ina GonvHoix MIC-HB npu docmuixeHUuu KJIUHUKO-2eMAmoJi02u4eckoli pemuccuu npu HAauuuu
NpU3HAK08 8MOPUUHOLI nepezpy3Ku Hene30M 8603MOHCHO HAZHAUEHUE XeIAMOopPHOLl mepanuu.

PexomeHndyemas HauanvHas 0o3a #degepasupoxca™*:

1. Zlucnepzupyemas mabnemka — 20 me/Kke/cym, a npu vipaxceHHoll nepezpyske xene3om — 30 me/ke/
cymxku. /lo3y npenapama oxkpyeasitom do 61U3Kk020 pasmepa yenoti mabnemku (125, 250 u 500 me).

2. Tabnemxka, nokpeimas naeHOUHol 0000uKoll — 14 Me/Kez/cym, a npu 8wlpaxiceHHOll nepezpyske
xHeenesom — 21 me/xe/cym. [To3y npenapama okpyaiswom 0o 071u3kozo pasmepa yenoti mabaemxu (90,
180 u 360 me2).

Konmpones 3a mokcuuHoCcmoto XeamopHoli mepanuu npogoodsim exiemecsiuHo, d 3da IQPGeKmusHoCmMbio
— 1 pa3 8 3 mecaya, opueHMupysicb Ha yposeHs (heppumuHa 8 Kposu, xeaamensHo 8 couemaruu ¢ CPF.
Zlosa npenapama nepecuumolgaemcs Kaxovle 3—-6 mecayes Kak 8 CmopoHy yeenuueHust 003bl npu



HeaggekmueHocmu mepanuu, max U 6 CMOPOHY CHUMEHUS CYMOUHOU 003bl NPU CHUMCEHUU
nokasamens (eppumura meree 1000 He/MA u/unu paseumuu NPU3HAKO8 MOKCUUHOCMU npenapama.
Ipu cHuxceruu peppumura mernee 500 He/Ma npenapam ommeHsencs.

e [lauyentam ¢ MIIC m3 rpymIibl HU3KOTO M IIPOMEXYTOYHOro-1 pucka mno mkasne IPSS u rpynrsl
OYeHb HM3KOT0, HU3KOTO U MPOMEKYTOYHOro pucka no mkaue IPSS-R (cm. paspmen 7.1 maHHBIX
peKoMeHaIuMii) Mpyu SHAOTeHHOM 3SpuUTporiodTuHe <500 ME/mMn u remornobuHe <100 r/n
PeKOMeHAYyeTCsI [IPOBelleHNe Tepany 3pUTPOII033 cTuMyanpyommumy npenapatamu (II1CIT)

, OTIO3TUH OeTa™*, #1ap63mosTuH anbdha** (I03MPOBKU — CM. MPUIOKEHNE

A3.2) C 1Uenabl0 TIOBBINIEHUS TIOKa3aTeieil reMomIoOMHA, CHVDKEHMS 3aBUCUMOCTU OT

TpaHcdy3uit JOHOPCKUX IPUTPOIUTOB. [75-77].

sk

— 3MO3TUH aiboda

VpoBeHBb yOeOUTEeIbHOCTY PeKOMeHanuii B (YypoBeHb JOCTOBEPHOCTHY JOKA3aTeIbCTB —2)

KommenTapumn: npumerHumesnvHo k MZC HU3K020 U NpoMexcymouHozo-1 pucka no wikane IPSS o0Hum
U3 nooxodos K JieueHui peppaxkmepHolx avemuil sensemcs HasHaueHue OSIICII. ITlpumeHeHue
2puUmMponoamuHos (anoamukx anbda** u OGema** #dap6anosmuwx anbda**) noseosnsem noevicuMb
KOHUEHMpayuio 2emMoz100uHd, YIyduums Kauecmeo Hu3Hu nayueHmos, 0mkazamscs wiu 4acmuiHo
CHU3UMb NOMpPeOHOCMb 8 3aMeCumensHol mepanuu 3pumpouumcooepHcajumu KOMNOHeHmMamul.
Yacmoma omeema Ha moHomepanuto 3pumponodamuxamu (3I10) npu M/IC 6e3 yuema nokasameneti
aHdo2eHH020 DIIO Hesvicoka u He npesviuaem 20%. Haznauenue SIICII HeoOX00UMO oCyulecmensims
MOJIbKO hocjle uamepeHus KoHueHmpauuu 3HdozeHHozo DI10. Tak, npu e2o KoHyeHmpayuu meHee 500
ME/mn u uacmome mpawcysuti doHopckumu 3spumpoyumamu < 2 0o3/mec. 3pgekmusHocms
cocmasnsiem okono 60%. Ipu codepxcaruu D110 8 coisopomke kposu Oonee 500 mE/mn mepanus 110
manoagpekmusra (~10%). Ilpu «y3kom» (meHee 10%) KpacHom pocmike N0 OAHHBIM MUE02PaAMMbl
A0 He Ha3zHauaiom. OOHAKO, ecau Npu 2UCMOJI02UYECKOM UCCIed08aHUU KPACHBIL pPOCMOK
HOPMAJIbHBIX pasmepos uau oaxce pacuiupex, mepanus IICIT nposodumcsi.

Pexomendayuu no HazHaueHutro SIICII npedcmasnerst 8 IpunoxceHuu A3.2.
Ipu docmusxeruu yenesozo ypoeust Hb 110—120 z/n BI1I0 ommeHsiom.

B cnyuae omcymcmaus omeema nocie noswiieHus 003vt 10 u/unu dobasnequs I-KCD 6 meuenue 6—
8 Hedenv mepanuio 0CMAaHasAUBAOM.

Takum 00pa3om, N0 MHEHUN IKChepmHozo coobujecmsa, nayueHmam ¢ M/IC HU3K020 U
npomexcymourozo-1 pucka no IPSS (cm. pazden 7.1 0aHHbix pekomeHdayull), ¢ ymepeHHOU u msicenoti
avemuetl (2emoenobun <100 2/n), HusKum yposHem 3HO02eHH020 IIIO (<500 ME/mn) u/unu c
02paHuueHHoli nompeOGHOCMbI0 8 2eMompancysusx (meHee 2 eOUHUY IPUMPOYUMHOLL MACChL 8 Mecsy)
cedyem HauuHAamMey mepanuio npenapamamu 3n03mMuHa ansga™* unu 6ema** 8 HauanwvHoti doze 40-30
moicsu ME 8 Hedenw uau UCNONb308aMyb dKeusaseHmmusle 003sl dapbonosmuna™* (150-300 mxe/
Hedesio), conocmasumosle N0 KAUHUUECKOU d¢gekxmusHocmu ¢ makoeoli snosmuHa anva™** unu
bema**[76,77].

Jns nayuenmoe MIC-M/ u M/IC-UB u3 2pynnsl npoMexymouHo20-2 U 8blCOK020 PUCKA NO WKAase
IPSS, 2pynnul npomexcymouHo20, 6blCOKO20 U OU€Hb BblCOK020 pucka no wxane IPSS-R, maxe
B03MOXMCHO HA3HAYeHUe 8 Kauecmee conposodumenvHoli mepanuu,  npu npogedeHuu XT u
2unomemunupyroujeti mepanuu.

e [Maumentam ¢ MJIC npu HeabdekTuBHOCTU Teparnuyu IIICII B MOHOpeKMME PEKOMEHAYETCS
no6aBjieHNe K Tepanuy KOTOHUECTUMYIUPYIOMNX GaKTOPOB AJIsl MOBbIIIeHNS 3G(GEKTUBHOCTU
Tepanuu 3pUTPONoITMHOM [78-80].

VpoBeHb yoeaUTEeTbHOCTY PeKOMeHanuii A (YpOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 2)

KomMMeHTapum: gepossmHocms omeema Ha KOMOUHUpOBAaHHYw mepanur ¢ nomowwto 10 u I-
KCO** gvlule y nayueHmos ¢ HU3KUM Ypo8HeM 3HO02eHH020 AITO (<500 ME/mn) u o0zpaHuueHHol
nompeOHOCMbl0 8 2eMOMPAHCPY3uax (<2 eQUHUY IPUMPOYUMCOOePHAUUX KOMNOHEHMO8 8 Mecsy,).
IIpu Hanuuuu 08yx HebGIA20NPUSIMHBIX NPUIHAKOE 8epOsSIMHOCMYb omeema cocmasnsem 7%, 00H020 —
23%, a npu ux omcymcmeuu — 74%.

Cnedyem noduepkHymo, umo couemarHoe npumererue 10 u I'-KCO** naubonee spgexmusHo y
nayuermos ¢ pedpakrepHoii aHeMueit ¢ KonblieBbiMU cugepobnactamu (PAKC) npu omcymcmauu
omeema Ha moHomepanuio SI10. I'-KCD** ggodumcs nodkoxcHo om 1 0o 2 mkz/Ke exedHesHo unu 1-2
pasa e Hedento 8 meueHue 6—8 Hedenb.



i 3k

IIpu nposedeHuu kak cmaHoapmHoli, maxk u Hu3ko0o3Holi XT 803moxcHO npumeHeHue I'-KCO** npu
oxcudaemoli OnumensHoll HelimponeHuu 6 Kauecmee conposooumesnvHoli mepanuu y nayueHmos c

MIIC.

Monomepanus I'-KCO** 6 Hacmosiujee epems He paccmMampusaemcs KaKk camocmosiimesnsHoe jeueHue
HelimponeHuu y nayueHmos ¢ M/IC.

e TMaumentam ¢ MJC HM3KOro pucka 6e3 HeGJIaronpuATHBIX aHOMAaJIMII KapuOTUIIA C
TPOMOGOLIMTOTIEHYE peKoMeHayeTcst paccMoTpeTh BO3MOKHOCTb Ha3HaueHMsI
aHTUTEeMOPpParMyeckmx IpernapaToB — CUCTEMHBIX TeMOCTaTUKOB (#3nTpombornara** ot 50 mo
300 Mr BHYTpPb WM #pOMUILIOCTMMA** 750 MT ITOAKOKHO 1 pas B HEMIEJTI0) C IIeJIbI0 TOBBIIIEHNS
KOJIMYeCTBA TPOMOOILIMTOB, CHVKEHUST 3aBUCUMOCTY OT TpaHCQyY3Uil TPOMOOKOHIIEHTPATOB U
YMeHbIIeHNS [IPOSIBJIEHI reMopparn4eckoro cuHapoma [81-89].

VpoBeHb yoeaquTeIbHOCTY peKOMeHaanmii B (ypoBeHb J0CTOBEPHOCTH JOKA3aTe/IbCTB — 2)

KommeHTapum: npogedeHo HeckonbKo paHOOMU3UPOBAHHBIX UCCAe008AHULL, pe3ynbmamsl KOMopbixX
demMoHcmpupywom 3¢gekmusHocms danHozo suda mepanuu y nayueimos ¢ M/IC u3 epynnst HU3K020
pucka 8 gude NosvlUleHUs KOAUUecmaa mpomooyumos u yMmeHolleHus NPosieaeHuUli 2eMoppazuueckozo
CuHOpoma 8 46—-65% cnyuaes. O0Hako, y nayueHmos ¢ M/[C u3 2pynnsl 861C0K020 pUCKd, 8 HACMHOCMU
MJIC ¢ uzbsrmkom 61acmos, dobasseHue #31mpombonaza™* Kk mepanuu a3ayumuouHoM™* cHU3UI0
appexmusHocmy mepanuu 2uNOMeMUAUPYOWUM Npenapamom U y8eauuunio uacmomy npozpeccuu 8
OMJI. 'V nayuenmos ¢ MIC u3 epynnsl HU3K020 pucka npu mepanuu #pomMunaocmumom™*
sepossmHocms npozpeccuu 8 OMJI 8 meuenue 5 sem OGblna conocmasuma ¢ KOHMPOAbHOU 2pynnoti —
12% u 11%.

e [Tanmentam ¢ MJIC 13 rpymmnbl HU3KOTO U MPOMEXYTOYHOro-1 pucka no mkaie IPSS u rpynrbl
HM3KOTO ¥ TTIPOMEXYTOUHOTO prcka 1o nikaie IPSS-R (cm. paspen 7.1 JaHHBIX peKOMeHIaluit) ¢
TUIIOIIIa3Mell KPOBETBOPEHMS], HOPMaJbHbIM KapUMOTUIIOM, aHOMAaJIMSIMM XOPOILEro Win
MMPOMEXYTOYHOTO pUCKa, 3a MCKIodYeHueMm 7q-, iso(17q), peKOMeHAayeTcs IIpOBeeHNe
MMMYyHOCYyTIpeccuBHO Tepanuu (UCT): #1uuknocrnopuu™* (LICA**) +/— #aHTUTUMOLIMTAPHBIN
robyauu** (ATT**) ¢ 1enbi0 AOCTVKEHMS TIOJIOKUTENbHOTO OTBETa, B TOM YMC/IEe ¥ TIOJHOM
KJIMHMKO-TeMaToiornyeckoi pemuccun [90].

VYpoBeHb YOeaUTEILHOCTY peKOMeHAauuii B (ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB — 2)

KomMmeHTapum: onpedeneHHoe CX00CM60  KAUHUYECKUX U  MOPQOnouueckux nposeseHull
eunonnacmuueckux ¢gopm M/C u AA, a maxkxe KIuHuueckue HabndeHus, Kacawwuecs appexkma
UMMYHOCynpeccugHozo 8o3deticmeus y omadesbHblX NayUeHmos, Jjieesiu 8 0cHogy mecmuposaust AT™*
8 kauecmee memoda mepanuu 6 dgyx KU 2-ii u 3-ii ¢pas. ITo 06se0uHeHHbIM OAHHBIM IMUX NPOEKIN08,
omeemuau Ha mepanurw 30% nayueHmos ¢ Konuuecmeom OacmHolx Kiemok 8 KM meHnee 5%. B
cumyayuu PAKC unu PAUB eeposimHOCMb omeema He3HauumenvHd. B pesyismame 2pynna HU3K020
pucka no IPSS, zunoxknemoursili KM no 0aHHbIM 2UCMOJI02U4ecK020 Uccnedosanust, He6obloti nepuod
npeduiecmsyiowjeti mpaxc@y3uoHHoii mepanuu u sxkcnpeccus HLA-DRI1S5 sensiomcs ¢akmopamu
eepossmHozo omeema Ha HUCT. Haunyuwiue pe3yiemamst daem KomOuHupogaHHas mepanus ATI** u
IICA.

Ha ocHose umerowjuxcs 0aHHolx, KombuHuposarHyro HCT ¢ nomowpio ATI™** u opansHozo npuema
IICA** 8 meueHue 6 mecsues cinedyem paccmampueams 6 kauecmse 8vl6opa 011 nayuerdmos ¢ M/IC,
Konuuecmeom Onacmusix Kiemok 8 KM meHee 5%, HOPMATbHbIM KApuomunom uiu mpucomueti 8
XPOMOCOMbL, 2eMOMPAHCY3UOHHOU 3a8UCUMOCMbI0  MeHee 2 Jlem, Komopsle He S8J0mcs
Kandudamamu Ha JedeHue pocmosuviMU (Qakmopamu, Wiu mepanust KOMopsiMU OKA3a1dch
Heapexmueroli, ¢ zenHomunom HLA-DR15, munumansHoim ITH-K10HOM.

Ha ocHosaHuu onsima poccutickux ucciedo8amensckux yYeHmpos npeocmasnsemcss 603MOMCHbIM
pekomeHdosams nposederue moHomepanuu L[CA** dns moii e Kamezopuu nayueHmos, a makice
nayueHmam ¢ 0OnA2ONPUAMHBIMU 8ApuaHmamu Kapuomuna u mpucomueli 8. IIposedeHue HCT
nayuenmam ¢ MIIC Mox#cHO HauuHame ¢ HasHaueHus L[CA** e do3e 5 mz/kz/cym eHymps, pazdenus 003y
npenapama Ha 2 npuema. Ilpu ezo HeapdekmusHocmu 6 meueHue 3—6 mecsyes, 14enecoo0pasHo
nposedetue kypca ATI 8 doze 20 me/xke/cym 6 1-5 OHu 6 eude OnumenvHoli 6Hympu8eHHol UHGY3uU ¢
nocaedyoujum 80300HoeieHuem npuema LICA** Bo3MOM#HbIM 8aPUAHMOM JledeHUSs. S18JISlemcsl Hauano
mepanuu ¢ egedeHust AT™** g doze 20 me/xe/cym 8 meueHue 5 OHeli ¢ nocnedyowjum HasHaueHuem LICA.
IIpu omcymcmeuu appekma om xombuHuposanHoii UCT 6 meueHue 6-9 mecayes u omcymcmeuu
npoepeccuu  3abonesanuss 6 eude yseiuueHuss ONACMHBIX KJAEMOK U NOSGJNEHUS  HOBbIX



YumozeHemMu4yeCKUX U3MEHEHULl, 803MOXCHO BbINOJIHEHUE CNAEHIKMOMUU WU NOB8MOPHO20 Kypcd
ATT**  O6was OnumensHocms mepanuu o nayueHmos, omeemuswiux Ha I[CA™ domncHa
cocmasisimoe He meHee 24 mecsiyes. UCT naubosiee onpasdaHa npu 2unoniasuu KpoeemeopeHus ui
HepasHOMEpPHOLUl KJIemouHocmu ¢ yuacmkamu zunonaasuu uau anaasuu KM. Ilpu MJIC-UB-1 c
O2120NPUAMHBIMU  AHOMANUSAMU  KAPUOMUNA U 2unonidasuell KposemeopeHus makxie Moxem
HazHauamoscst UCT, 00HaKo moJivko nocjie KoHcynvmayuu 6 dedepanvbHom yeHmpe.

Ipu HeappexmusHocmu HCT u coxpaHeHUU BbIPAXEHHOU 3asucumocmu om mpaHc@ysuii
KOMNOHEHMamu Kposu 4es1eco00pa3Ho pelleHue 60npoca o 603MOxHocmu evinoseHus anno-TICK.

e TMaumentam ¢ MIC ¢ M30aMpPOBAHHOI Ieenyeii IIMHHOTO 1ieda 5-it xpomocombl (M/IC ¢ 5g-)
TpY HEBO3MOXKXHOCTU TpoBeneHus: uwin HeadderkrnBHOocTu Tepanuy JIICIT pekomeHIyeTcst

[IpoBeJieHNe Tepanyuy JeHATUIOMUIOM** ¢ I1e/IbI0 JOCTVOKEHNSI TIONOKUTEIbHOTO OTBETa, B TOM
YyIC/Ie ¥ [TOJTHOV KIVHMKO-TeMaTOIOTMYEeCKOi M IUTOreHeTuecKoii pemuccuu [56,91].

VpoBeHb yoeauTeIbHOCTY peKOMeHaamnii B (ypoBeHb 0CTOBEPHOCTH IOKa3aTe/IbCTB — 2)

KommeHTapum: 6 xode nposedeHust ucciedoganuli Obiia 00KA3AHA BbICOKASL IPPHeKmuUsHOCMb
JneHanudomuoa™* y nayueimos ¢ MJC c del(5q). Mexanusm Oeiicmeuss npenapama npu MJ/C
00BsICHsIemcsl NPAMbIM Yumocmamuyeckum eo3deticmauem Ha namonozudeckuil k1oH kiemok ¢ del(5q)
U  cmumynupyrowum 3dpgdekmom 8 OMHOWEHUU HOPMANBHBIX 3pUmpoudHslx Kiemox KM.
Hesasucumocms om mpancgysuii 6vi1a dokymeHmuposaua 8 61 u 70% cayuaes (p >0,05). Meduara
epemenu 0o docmuxceHuss omeema cocmasuna 4-6 Hedenv. Y nauuenmos ¢ MC 6e3 del(5q)
A pexmusHoOCMb HECKONIBKO HUe — 25—27% cyuaes.

Ipumenenue nenanudomuda™* Haubosee onpasdaHo y MpaHchy3uoHHo3asucumsix nayueHmos ¢ MC
¢ del(5q) (maxcumym ¢ 00HOU 61az0NPUAMHOLL NOIOMKOUL) UU YeeauHeHueM Yucaa 6aacmusix Kaemox
meree 10% u3 epynnel HU3K020 UNU NpomexcymouHozo-1 pucka no IPSS, xomopvie He sesiiomcs
kaHouoamamu Ha mepanuio 11O unu He nosayuunu 3ggexkma om ux npumeHeHus. JlenHanudomud™**
HasHauaemcsi 6 doze 10 mz 8Hympv 8 1-21 OHu, KaxOele 28 OHeli. IIpu passumuu Kax
2eMamoJsiozuieckoli, mak u HezemMamoJsio2uueckoli MoKCUYHOCmuU yesieco00pasHo CHuxceHue 003bl 00 5
me/cym unu 10 me uepe3 OeHb, 8 Mmakoli do3e B03MOMEH NOCMOSIHHbIL npuem 06e3 nepepviéd.
OnmumansHas npoooKUMENbHOCMb Mepanuu  JeHanudomMuoom™* He onpedeneHa, HO, no eceli
sudumocmu, 00J#HA OblMb 02PAHUYEHA BPeMEHEM NOBblUIeHUs noKa3ameJeli 2eM02/100UHA 0 eepxHeli
2paHuysl  HOpMmsl, 00 MOMEHmMA Hauana npoepeccuposaxus uau 24  mecayes  obujeti
npooonHUMeIbHOCMU JleueHusl 8 Clyude coxpaMsioujezocs omeemd. B Hacmosiujee epems, 6onpocel
ommeHsl  JleHanudomuda npu  0oCMUMNEHUU  CMOLIKO20 — 2eMAmoJio2u4eckozo U NONH020
yumozeHemuueckozo omeema 00JHCHbL pACCMAMPUBAMbCS. UHOUBUOYATBHO.

seske

JZlo Hauana mepanuu aeHanudomudom** yenecoodpasHo uccnedosams Haauuue mymayuu 2esa TP53,
mak Kak npu ee HaIuuuu ommeueHa 0Oonee KOPOMKAS NPOOOANCUMENbHOCHL NOJONCUMETbHO20
omeema u 8bicoxas 8epostmHocms npozpeccuu 8 OJL.

o TMaumentam c¢ MIC-UBb mau MIC 6e3 B ¢ He6IaronpusITHBIMM aHOMAaIMSIMM KapUOTHUIIA,
KOTOpBIE TIPU CTpaTU(UKAIMM OTHECEHBI K TPYIIIE MPOMEKYTOUHOr0-2 M BBICOKOTO pyMcCKa I10
mkase IPSS u rpyre npoMesxyTO4HOTO, BLICOKOT'O M O4€Hb BLICOKOIO pucka Io mkaiae IPSS-R
(cm. pasgen 7.1 paHHBIX pEKOMEHAAUMIA) OJjis  OOCTVMKEHMSI DPEMMUCCUM WU JPYyroro
TOJIOKUTETbHOTO OTBETa PeKOMEeHIyeTCs IIpOBeleHMe Tepanuyu aHaJloraMy NUPUMUIMHA —
azauuTUAVMHOM™®* yutn neuuraburom [92-96].

VpoBeHBb yOeaIUTETBHOCTY PEKOMeHanuii A (YPOBEeHb JOCTOBEPHOCTH JOKAa3aTeabCTB — 1)

KommeHnTapuu: asayumudud™* u  OdeyumabuH OMHOCAMCS K  OPUUHANBHOMY  KJAACCY
XUMUOMeEpPanesmMuyuecKux npenapamos — 2unoMemuiupyrowux dzeHmos uiu uHeudumopos [IHK-
Memunimpancgepasvl, pepmeHma, omaeuarujezo 3a MemuIUposaHue 8Ho8s cunmesupyemoti JHK.

B cgeme omcymcmeus NpsMblX CPABHUMENbHBIX UCCAed08aHUll Mexdy asayumuouHom™ u
0eyumaduHoM He803MOXCHO cdeslams OKOHUAIMENbHbIl 661600 0 npeumMywecmse mozo uiu 0pyz202o0
npenapama.

A3ayumuouH** Ha3Hauaemcs 8 HeCKOJLKUX PENCUMAX:

o 75 m2/M? nodkoxcro 1 paz e cymxu 1-7 Onu kaxcdsie 28 OHeli unu
o 75 mz/m? nodkoxcro 1 pas e cymxu 5-2-2 (npenapam ésodumcs 1-5-ii u 8-9 dnu Kypca, 6-ii u 7-1i
OHU — nepepuig) Kaxovle 28 OHell — IMom peium MOMXHO UCNONb308ams NpU JeueHuu 6 OHe6HOM



CmayuoHape npu He8O3MONCHOCMU 68edeHUsl Npenapama 8 6bIX0OHwle OHU, 8 MAaKOM Cllyuae
HauUHamo Kypc yenecoobpasHo ¢ NOHedebHUKA, Unu

o 75 m2/M? nodkoxro 1 pas 6 cymku  1-5 OHu kaxovie 28 OHeli unu

o 75 m2/m? enympusento 1 pas 6 cymxu 6 1-5 Onu kaxcdvie 28 OHeil.

Haubonee npednoumumensHbsiM 67151emcsl 7-0He8Hblil Kypc mepanuu a3ayumuouHom **,

IIpu omcymcmeuu npozpeccuu 3abonesaxust sdekmusHocms mepanuu HeoOX00UMO OUeHUBAMb
nocie 4-6 Kypca (Koauuecmeo pekomeHOYeMbiX Kypcos — MuHumym 6). IIpu nosoxcumensHoM omeeme
(NOJIHASA, UACMUYHAS WU KOCIMHOMO3208As1 PEMUCCUS, 2eMAMo02uteckoe yayulleHue) mepanuio
cnedyem npodomxcums 00 MOMEHMA PA3eumus BblpAMEeHHOL 2UNONAA3UU KPO8emeopeHus Uil
npozpeccuu 3a60nesanus, npu OMCymcmeuu 3gexma uiu npozpeccuu NOKA3aHd CMeHA MAKmMuku
mepanuu.

Jleyumabun MoxcHO UCNOIL308AMb 6 2 PEXCUMAX 68E0EHUS.:

o 20 m2/M? 8 8ude 60-murymmoii unysuu 1 pas é denv 6 1-5 OHu KanOvle 28—35 OHeii unu
o 15 Mm2/M? 3 pasa e denv 6 6ude 3 uacoe sHympuseHHoll uH@ysuu 6 1-3 OHu, Kaxdvie 6 Hedelb.

IIpu omcymcmauu npoepeccuu 3a6onesaqust pgekmugHocmy mepanuu ciedyem oyeHu8ams nocne 4
Kypcog (Konuuecmeo pekomeHOyemblx Kypcoe deyumabuHna — muHumym 4). Ilpu nonoxcumensHom
omeeme (NOAHAS, YACMUYHAS UAU KOCMHOMO3208451 PEMUCCUS, 2eMAmonozudeckoe yayyuleHue)
mepanut cnedyem npoooaHcums 00 MOMEHMA pa3sumusl 8blpaxeHHol 2Uunonaasuu KpogemeopeHus
wiu npoepeccuu 3a601e8aHusl.

Bonpoc o cpokax okoHuaHus OJIUMeENbHOU mepanuu 2unomMemuaupylowumu npenapamamu 06e3
goimonHeruss anno-TICK oKkoHuamensHo He pewieH u Haxooumcss Ha cmaouu o6cyxdeHus 8
MEXCOYHApOOHOM 2eMamosiozuieckom coobuecmae.

e JTammentam ¢ MJIC M3 rpymmnbl TPOMEKYTOUHOTO-2 M BBICOKOTO pucKa mo 1mkane IPSS u u3
TPYNIIbI IPOMEXYTOYHOTO, BBICOKOTO M OYE€Hb BBICOKOTO pucka mo mkaue IPSS-R B kavecTse
MHAYKIMOHHOI Tepamuu npu He3(pGeKTUBHOCTY HU3KOMO3HOM MaM cTaHmapTHoit XT mpu

s

nporpeccun MIIC peKOMeHAyeTcsl ITIpoBedeHMe Kypca MalblXx O03 #uurapabuHa™* u
#UOApyoUIIMHA™** ¢ TMIIOMETWIMPYIOIIMM IPaiiMMHIOM [OeluTabuHa WIM asaluTUIMHA**
LIeJIbI0  JOCTVSKeHMUs IOJIOKUTENbHOTO OTBeTa, B TOM UMCJIe U IIOJHOM  KIMHUKO-

reMaTosormnueckon pemmccum [97,98].
YpoBeHb YoeauTeIbHOCTY pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

Kommenrapumn: nposederue IIXT no npozpammam neueHus OJI 'y nayueimos ¢ MJ/IC
conpogoxcdaemcs YMepeHHOoU appexmugHocmoto, onumesnvHbIMU Muenomoxcuueckumu
azpamynouumo3samu, 8vlcoKoli panHeti semanvHocmoio (~20%) u HeGoNBUIOL NPOOOIHUMENLHOCNDIO
pemuccuu. Tunomemunupyrwuii npatiMuHz neped KypcoM Manslx 003 #yumapabuHa** u
#udapybuyuHa** yeenuuusaem anonmo3 6 ONYXOJIE8bIX KJIemKax U npugooum K YeenauueHur
Yumomokcuueckozo 3apgekma Ha nelikemMuueckue Kiaemxu. Beposmuocms odocmuxcenus IIP 'y
nayuernmos ¢ MJIC u3 epynnel HeOnazonpusimHozo pucka cocmaensem 40-60%, npu HeewlCOKOU
paMHetl 1emaibHOCmU.

B ®IBY «HMMUI] zemamonozuu» M3 P® paspabomaHn u eHedpeH 8 KJUHUUECKYI0 NPaKmuky Kypc
Aza/Dac-Ida-Ara-C: azayumuodun™* 75 Me/mM? nodkosxcro 1 pas e deHv unu deyumadbux 20 m2/Me
gHympusenHo 1 pas é denv 1-3 OHu, #yumapabun™* 10 me/m? 2 pasza e denv nodxosxHo 4—17 oHu,
#udapybuyun** 3 me/m> enympusenno 1 pas 6 Oewvp 4-10 Onu. Ilpu paseumuu anaasuu
KP08emeopetusl, msiesvlx UHPEKYUOHHBIX UIU 2eMOPPazuteckKux 0C0HCHEeHUL 803MOMHO YKOpoUueHue
Kypca do 10 Oweli obuieti npodomxmumensHocmu (#yumapabuu™* sgooumcs: 8 meuerue 7 OHeli 8 4—10
OHU, #udapyouyuH** 8 meueHue 5 oHeti — 3-8 dnu) [99].

OueHka agexma npu omcymcmeuu npozpeccuu 3ab0/e8aHus 0Cyujecmsysemcs nocie 2-20 Kypca
mepanuu uepe3 28-35 Oueli nocne oxkoHuaHmus Kypca. IIpu docmuxcenuu ITP npogodsm 2 Kypca
koHconudayuu KMP no moii e cxeme. Ilayuenmam, y komopsix ecms HLA-coemecmumblii 00HOD,
Heo0X00UMO KaK MOMCHO paHblie 8binoHamMb aino-TI'CK.

Ilpu HesosmoxcHocmu 8vinosHeHus anno-TICK noddepxcusarowyto mepanuio  Aza/Dac-Ara-C
nposoodsim 8 meuerue 2 iem (cm. Ipunoxcerue A3.1) [99].



e JTanmentam ¢ MIC-UDb npy HOpManbHOM KapMOTUIIe MIM OLVHOYHBIX @aHOMAaMSIX U3 TPYIIIIbI
6/arOMPUSITHOTO WIM TPOMEXKYTOUHOTO pHUCKA PEKOMEHAYEeTCS C JieueOHOIl  I1e/bio
MpoBeieHMe Kypca MaJIbIxX 403 #uurtapabuna™* (ML) [100].

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoOBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

Kommenrapun: sieuerue M/II] 3a npedenamu PD nposodsm 68 meuenue 14 Oueii. B P® danuas
mepanus 4acmo UchoJib3yemcsi 8 Kkauecmaee memoda evi6opa y nayuenmos cmapue 60 nsem ¢ MJIC-
HUB-1 u HB-2 npu Hopmo- uiu 2unepkaemouHoti mopgonozuu KM. Obwenpunamosim 8 PO pexcumom
ucnonv3osanus. M/IL] sensemcs HasHaueHue npenapama e 003e 10 me/m? (uawe 20 m2) 2 pasa 8 dewp
nodxkoxcHo 6 meuenue 21-28 oweii [1]. Bepossmuocmes docmuicenus IIP y nayuewmos ¢ PAUB-2
CyulecmeeHHo 8blille, eciu OumeabHOCMb Kypca Ovlia He meHee 23 Oueil. O6HapyxceHue, N0 0aHHbIM
mpenarobuoncuu KM, 2uno- unu aniasuu Kpo8emeopHoil mMKaHu NoMoxcem cKoppeKmuposams 8s160p
mepanesmuueckozo nodxoda: onumesvHocmes mepanuu ML moxcem Ovime ymeHsuieHa 00 10— 14 OHeli
(u doza #yumapabuHa™* moxcem Obims pedyyuposarna do 10 mz 2 pasa 8 deHv) MHmepsansl Mexoy
yuknamu cocmasnsrom 28-30 Oueil, a mepanus nposodumcs 8njaoms 00 NPO2PECcCUPOBAHUS UU
nosieeHuUs NPU3HAKO8 HenpuemieMoli mokcuuHocmu, Ho He 6oJiee 3 siem. I[pumernerue MJIL] Haubo/iee
4e1eco006pasHo y NayueHmos ¢ HOPMAanbHblM Kapuomunom uau ¢ Gnazonpusmusimu abeppayusmu [1]..

e [Manmentam c¢ MIC-UB-2 monoxke 45 neT mpu HEBO3MOXHOCTM TIPOBEIEHMSI Teparnuu
TUTIOMETWIMPYIOIIMMY TperapaTaMy PeKOMEHJYeTCsl IpOBeleHMe Kypca MHAYKIIMOHHOI
Teparmuu 1o nporpamMaM OMJI ¢ uCIonb30BaHMEM pas/JIMYHBIX COUETAHUI CIeAyILUX
MperaparoB: #uurtapabuu™*, #upmapyouumMH** — #MMUTOKCAHTPOH™**,  #MepKaInTOIMypuH**,

#bunrpactum™* (cm. Ipunoskenne A3.1, a Takke cM. TpopUIbHbIE pEKOMEHALVN T10 JIeUeHUIO

OMJI) [1-5,101].
VpoBeHb yoeauTeIbHOCTU pekoMeHzanuii C (YypoBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 5)

e TTammentam ¢ MJC-VB nipy HOpMaabHOM KapMOTUIIE U TUTIOTIa3MM KPOBETBOPEHMS B BO3pacTe
crapiie 70 JeT mpM HEBO3MOXHOCTM IMPOBeNeHUsI MPOrpaMMHOJ Tepanuy peKOMeHAYyeTCs
TpoBeieHMe Kypca HU3KUX 103 #Mendanana™ 2 mr/meHb IJis TOCTVKEHUS TOIOKUTETbHOTO
OTBeTa, B TOM uuciIe U MOoHoi pemuccuu. [102,103]

VpoBeHb yoeauTeIbHOCTY PeKOMeHaanmii B (ypoBeHb 0CTOBEPHOCTH JOKA3aTe/IbCTB — 3)

KomMMeHTapum: Uucnois308amue Maivlx 003 Meapanava™* 610 ucciedo8aHo 8 08X NPOCneKmueHbIx
KO2OPMHBIX UCCNED08AHUSX, KOMOpble cyMMapHo exawuanu 29 nayuermos ¢ M/C 8bicoK020 pucka.
O6wuti omeem npu 3mom cocmasun 38-40%, ommeuanace MUHUMAIBHASL MOKCUYHOCMb.
BeposmHocmb omeema Ha mepanur Oblia camoli 8bICOKOL Y nayueHmos ¢ 2unokiemouHsim KM,
u3061MKOM O1ACMO8 U HOPMANBHBIM KAPUOMUNOM.

e [laumentram c¢ MJIC-MIB B Bo3pacte crapuie 70 JjeT Tpu HEBO3MOXHOCTU IIPOBeAeHMS
NporpaMMHOM  Tepanuu PeKoMeHyeTCsI MIpoBeieH1e Na/JIMaTUBHOM Tepanumn
#MmepkanTonypuHoMm™* [1,2].

YpoBeHb yoeauTeIbHOCTU pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 5)

KommeHnTapum: y nayuenmos ¢ M/C, npomekaiowum ¢ O1acmo30M, 803MOMCHO 0CywjecmeJsieHue
mepanuu mepkanmonypuom™* Ipenapam Hasuauaiom & do3e 60 mz/M> eHympw 3a 2 npuema 8
NOCMOSIHHOM pexcuMe ¢ Koppekyueti 003bl WU 0mMeHOU npu passumuu 2aybokoti yumonexuu. Ilpu
CHWIeHUU Yucna netikoyumos meree 3,0x10°/n doza npenapama cHuxcaemcs Ha 25%, menee 2,0x10°/n
— Ha 50%, a npu nadenuu 0o ypoeHs menee 1,5x10°/n ommensiemcs do 60ccmarosieHus nokasamenet,
Kozda JieueHue MOx#HO Oydem 80300H08UMb. Tepanus MepKaAnmMonypuHom™* Kaxk npasuo,
paccmampueaemcst UCKTIIUUMENbHO 8 Kauecmee NaiiuamugHozo nooxooa [1,2].

e TMaumentam ¢ MIC "3 TpyImbl MPOMEXKYTOYHOTO-1 pUCKa, IPU HATUUMM HEOIArOMPUSITHBIX
AHOMaJIMIA KapUOTUIIA, TPOMEXKYTOUHOTO-2 MUY BBICOKOTO pUcKa 1o 1mKasne [PSS mau u3 rpymmsl
IIPOMEXYTOYHOI'0, BBICOKOI'O 1 O4€Hb BBICOKOTO pucKa 1o wmkasne [PSS-R (cm. paspen 7.1 naHHBIX
pekoMeHanuit) B Bo3pacTe <60-65 JeT, mpu OTCYTCTBUM TSDKENBIX COIYTCTBYIOMINX
3aboseBaHMit, a Takke maryeHTam ¢ MIIC 6e3 136bITKA 6;1aCTOB M3 TPYIITbI IPOMEXKYTOUHOTO- 1
pucka mo mkajie IPSS ¥ mpomexkyTouHOoro pucka o mmkanse IPSS-R monoxke 40-50 er,
Pe3UCTEHTHBIM K IIPOBOOMMON Tepamuy, C BbIPAKEHHON 3aBUCUMOCTBIO OT TpaHChy3mit
KOMIIOHEHTaMM KpOBM, peKoMeHayeTcs IMpoBefeHue amno-TICK ¢ 1enpi0 AOCTMKEHMS
TIOJIHOTO 61Mosornveckoro usnedeHus [104].



VpoBeHsb yoeauTeIsHOCTU pekoMeHanuii C (YypOBEeHb JOCTOBEPHOCTHU JI0KAa3aTe/IbCTB — 5)

KommenTapumu: pexkomernoayuu no nposederuto anno-TI'CK y nayuenmos ¢ M/IC onupawomcs Ha
npocnexmueHosle paHOOMU3UPOBAHHbIE U HePAHOOMU3UPOBAHHble, a makxice 2pynnogvie KH. Ilo
daHHbIM MexcdyHapooHo20 pezucmpa no mpamchjaiaHmayuu kKocmuozo mo3za (IBMTR), 0cHO8aHHOM Ha
amanuse pesynbmamos seueHust 387 e3pocavix nayuenmos ¢ MJIC, komopwsim 6bl1a 8b6IN0JIHEHA AJLIO0-
TICK om  HLA-udeHmuuHoz0  cUOAUH2d,  KYMYJASMUBHAS  CMEPMHOCMb,  C8A3AHHAS  C
mpaxcnaaimayueti, cocmasuna 32% e meuerue 1 zoda u 37% 6 meueHue 3 siem, KyMyasimueHas
uacmoma peuuousos 17% u 23%, OB — 53% u 40% coomsemcmeerHo. Konuuecmeo 61acmmsix Kaemok
6 KM u puck no IPSS nokaszanu o6pamHyio 3asucumocms ¢ 6e3peyudusHoll 8bi#U8aemMocmoio nocie
mpaucnaiaHmayuu. Beowusaemocms 6e3 npozpeccupo8aHusl y nayueHmos u3 zpynnel HU3K020 Wiu
npomexcymouHozo-1 pucka no wixane IPSS 6 meueHue 5 1em cocmasuna 60%, npomexcymouHozo-2 —
36-44% u evicokozo pucka — 28-30%.

OnmumaneHsle cpoku ons evinonHeHus aano-TICK om HLA-cosmecmumozo doHopa npu MJC
onpedesieHsl 8 aHanuse KauHuueckux peweruii IBMTR. B amom uccnedosaHuu 0bvli0 NOKA3AHO, UMo
NPO0O/IHUMENBHOCMb HU3HU Y NAYUEHMO8 U3 2pynnel HU3K020 UIU NPOMEXCYMOYH020-1 pucka no
wxane IPSS Gvina eviute, K020a mpaHcnaianmayus 0blla 0MCPoUeHa 60 8PEMEHU, HO BbINONHALACH 00
mparcopmayuu 6 OMJI. Hanpomus, 0151 nayueHmos u3 2pynn npomeicymouHozo-2 u 86/c0K020 pucka
UMEHHO HeMedleHHas: MPAaHcnaaHmayus cywecmeeHHo Yayuuiaem noxasamesnu GbiHusaemocmu.
Ipusneuexue HepodcmeeHH020 OOHOpa 8 Cryudae OmMCymcmeus Coemecmumozo no cucmeme HLA
podcmeeHH020 00HOPA He NPUBOOUM K y8eaUUeHUI0 1eMalbHOCHU.

Puck 3abonesanuss 6 coomsemcmsuu ¢ IPSS, 8o3pacm u Hanuuue conymcmeyrwoujeli namosnozuu,
oyeHeHHble no uHoekcy komopOudonocmu TICK (HCT-CI — cm. Ipunoxcerue I'3 [105]) sensiomcs
Haubosiee 3HAUUMbIMU KAUHUUECKUMU OAHHBIMU NPU pACCMOMPEHUU 80NPOCA 0 NPosedeHUU NayueHmy
anno-TICK.

IIposederue anno-TICK 00/3HO Obimb COBMECIMHBIM pelueHuem 8paud, NAyueHma u ezo0 cembl,
NOCKOJILKY UX OTNHOUWIEHUE K PUCKY S18JI1eMCs1 0NPedesisiouUM.

3.2. ConpoBoauTebHasI Tepanus

¢ Bcem marmmentam ¢ MJC nipu npoBefeHuu XT peKOMEHIYeTCS C 1ebl0 MPOMUIaKTUKI
TOLIHOTBI M PBOTHI BBeAeHMe MPOTUBOPBOTHBIX IpemnapaToB [106].

VpoBeHBb yOeaUTEILHOCTY PeKOMeHIanuii B (ypoBeHb J0CTOBEPHOCTHU IOKA3aTeNIbCTB — 3)

e Bcem marmmenTtam ¢ M/IC mpu mpoBemeHMM MHAYKIMOHHBIX KypcoB XT st mpoduaakTUKU
rUInepypukeMuy peKOMeHayeTcs puem ayutonypruuona** [107].

VpoBeHb yoeauUTeNbHOCTY pekoMmeHaanuii C (YpOBeHb JOCTOBEPHOCTH IOKA3aTENbCTB — 5)

e Bcem manmentam c¢ MJC mnpu pasButum ¢GeopuIbHONM HENTPOIIEHUU PEeKOMEHIYeTCS
MCIIONIb30BaTh B KayecTBe AaHTMOMOTUKOB TepBOW JuHUM I1edorepa3soH + cymbbakram™™,
MUIIepalyUIMH + Ta3obakTaM, Hedenum™*, meprasuanum™* s KynmupoBaHUST MHPEKIVMOHHBIX
owtoxHeHmit [108,109].

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH AOKa3aTeIbCTB — 5)

KommeHnTapum: npu HeapdekmusHocmu aHmumukpoOHol mepanuu 1 auHuu ee modugurayuio
Heobx00umo nposodums ¢ yuemom OauHvlx npoeedeHH020 obcnedosanus (KT, mukpobuonozuueckue
uccnedosanus u m. 0.). Hasnauenue xapbanenemos 8 kauecmee aHmubuoOmuKkos nepeozo smand npu
(pebpunvHoli HelimponeHuu 060CHO8AHO Y NAYUEHMO8 ¢ CeNMUYECKUM WOKOM, d MAaKxce 8 KAUHUKAX,
2de 8 amuonozuu uH@exyuii npeobnadairom 3HmMepobakmepuu ¢ hnpodykyueti Gema-nakmamas
pacwupenHozo cnekmpa (bJIPC).

e Bcem mnammentam ¢ MJC mnpm mnpoBegenmm Kypca ATT** peromeHAyeTcCs
npoduIakTMIeCcKnii MpyeM aHTUOAKTePUATbHBIX Y TPOTUBOTPUOKOBBIX ITpernapaTos [110].

VpoBeHb yoeauTeIbHOCTU pekoMeHzanuii C (ypoBeHb JOCTOBEPHOCTHU JI0Ka3aTe/IbCTB — 4)

KommenTapum: npu nposederuu kypca ATI** pekomeHdoeaH npogunakmuueckuti npuem 480 me/
cym #Ko-mpumoxkcaszona™*, 200 mz/cym ¢aykoHasona**,



e Bcem mammentam ¢ MJC ¢ 5q- ¢ TpomGoummramyu >200x10°/1 mpu mpoBemeHuu
MMMYHOMOAYIUPYIOIIEl Tepanuy JIEHAIUIOMUAOM™* peKOMeHAyeTcsl IIpoBeleHye
aHTMarperaHTHO Tepaluu B CBS3M C BO3MOKHBIM pa3BuUTHeM TpomMb0o3a ITy6oKux BeH [111].

VYpoBeHb YoeauTeIbHOCTY pekoMeHAanuii C (YypoOBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 4)

KoMMeHTapuu: npu yKasaHuu Ha Haauuue mpom60306 é aHamHese yeecooopasHo dobaesieHue
anmuxoazynsiHmuoti  mepanuu. Ilpu npoeedeHuu  uUMMyHOMOOYUpYIOWeli  mepanuu
mpom6omuuecKkue OCN0MCHEHUsT MO2yln pda3eéueéamscsi He MOJbKO 6 Haudjle mepanuu npu
mpom6ouUmMo3ax, HO U NPU NOBbIUEHUL 2eM02J106UHA 00 HOPMAILHBIX 3HAYEHULI.

¢ Bcem manmmentam MJIC niepen, BbIIOTHEHMEM TPaHCHY3UM KOMIIOHEHTOB KPOBH C IIEIbIO
npodmIakTUKM  OUTPATHBIX U JPYIMX peakuuii peKOMeHAyeTCs BBeJeHue
QHTUTUCTAMMHHBIX IpPENapaToB OJHOKPAaTHO B [O3MPOBKAaX B COOTBETCTBUU C
VHCTPYKIUSIMU 110 IPMMEHEHMI0 COOTBETCTBYIOIMX IpenapaTos [61].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii C (YypOBeHb JOCTOBEPHOCTHU JIOKa3aTe/IbCTB — 5)

e Bcem mammeHTam ¢ M/C, y KOTOPBIX BBISBJI€HBI NPU3HAKM a/LIOCEHCUOMIM3AINHA,
PEeKOMEeHAYyeTCs epeBaTh KOHIIEHTPAThl TPOMOOIIMTOB M0 MHAMBUIYAJTILHOMY TTIOAO0DY IJIsT
rioBbIeHust 3pderTuBHOCTU TpaHcdysmii [112].

VpoBeHb yoeauTeIbHOCTY pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH T0Ka3aTe/IbCTB — 5)

KommeHnTapuu: npeodonieHue anioceHcubuiusayuu y nayuermos ¢ MIC mpebyem KOMNAEKCHO20
nodxoda, KOmMopwlli NOMUMO UHOUBUIYAIbHO20 N0060pa MpomboYUmMOo8 8Katuaem 6 ceds 8blN0JIHEHUE
JeuebHbIX naasmagepes3os (4—5 cearcos ¢ 3ameujeHuem anbOymMuHom) ¢ nocaedyruweti mpascgysuet
6os1bluux 003 mpomobokoHyeHmpamos (12—16 0o3).

e Bcem InmanpyeHram ¢ M,U,C, COCTOSIHME KOTODPBIX IIPpEensATCTBYET OOCTATOYHOMY
€CTeCTCTEHHOMY IIUTaHUIO, PEKOMeEeHaYyeTC st obecrieueHne SHepreTnmiyeCKMMmn u
IIaCTUYeCKMMmn CY6CTpaTaMI/I 3a CUeT JSHTepaJIbHOIo I/I/I/IJ'H/I IIapeHTepaJIbHOTO IIUTaHUA
[113,114]

VpoBeHBb yOeaUTEILHOCTY PEKOMeHAanuii B (ypoBeHb I0CTOBEPHOCTHU [I0KA3aTe/NIbCTB — 2)

KommeHnTapum: HedocmamouHocms numanus - omseowarnwuli ¢Gakmop npu npogedeHuu
yumocmamuueckoti mepanuu u anno-TICK. Obwas cymouHas 3Hepzemuueckas émkocms IIT u ITI1 y
nayuenmos cmapuie 18 nem paccuumolgaemcsi Ha UOeaibHy Maccy mesad, 8 mom yucie npu Haauduu
OXCUpeHUs:, coendacHo ypasHeHur Xappuca-beHedukma (25-30 kkan/ke, 6enok 1,2-1,5 2/ke/cym), a
makie ¢ yuemom KoappuyueHmos, N08slUAWUX WU NOHUMAIOWUX IHepzemuiecKue nompe6Hocmu
opzaHusma, Hanpumep hpu PTIIX kuuweunuxka — 6enok 1,5-2,0 2/kz/cym u Koiuuecmea ecmecmeeHH020
numaxus. Kpumepuem ommeHsl HympuyuoHHOU mepanuu s16715emcst 60CCMAH08JIeHUE eCecmeeHH020
numatus 6onee 60% om He0OX0OUMbIX CYMOUHbIX NompeOHOCmell 8 meueHue 3-x nocnedosamenbHbvix
OHetl.

e Bcem manmentam ¢ MJIC BBeleHMe INIIOKOKOPTMKOUIOB PEKOMEHIYeTCS TOJIBKO IIpU
Pa3BUTUM TSDKEJTBIX )KU3HEYTPOXKAIOIMX COCTOSTHMI [115].

VpoBeHb yoeauTeIbHOCTH pekoMmenaanyii C (ypoBeHb OCTOBEPHOCTH T0Ka3aTe/IbCTB — 4)

3.3. Xupypruueckoe jieyeHme

e [Tanmentam ¢ MIC u3 rpymnmbl HM3KOTO pucka (cM. pasdgen 7.1 maHHBIX pekKoMeHZAIluii) C
TUIIOIIIa3Meil KpPOBeTBOpeHMsI Tpu  OTCyTcTBUM 3bdexra or MCT win mammMeHTaM C
MMpU3HaKaMM ayTOMMMYHHOM aHeMMM WIXM TPOMOOLUTOINeHMM B coueTtaHuu ¢ MIC, wim
rmanyeHtam MJIC ¢ yBeTMYeHHbIMYM Pa3MepaMi cesle3eHKU C JIeueOHO-IMarHoCTUIEeCKO 1eTbI0
PEeKOMEeHAYeTCs BbIIIOJIHeHMe cIuleHsKToMuu [1,116].

VpoBeHb yoeauTeIbHOCT pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH TOKa3aTe/IbCTB — 4)

KommeHnTapum: cnieHskmomus y nayueumos ¢ M/IC e cmpanax EC npumensemcs pedko, 8
OCHOBHOM y nauueHmos c¢ 2iybokoli mpomboyumoneHueii. B P®D HakonneH 0nvim 68blNOJIHEHUS]
cnaeHakmomuu 'y 33 nayuenmos ¢ M/C. Yawe onepayus nposodunacs npu 2unonaasuu



KposemeopeHusi N0 OaHHBIM 2Ucmoiozuueckozo ucciedosauuss KM (75%). B 16 (48%) cnyuasx 00
cnieHaKkmomuu npogoounace kKomoOuHuposanHas HCT. B 6 (18%) cayuasx 0oKyMeHMUpOBaHo
yeenuueHue pasmepos ceneseHku 6onee 15x8 cm. Kak agpdexm om nposedeHus: cnieHskmomuu y 16
(48%) nayuenmos ommeueHo CHUMCeHUe 3a8UCUMOCMU 0m 2emMompanc@ysuii.

CnaIeHIKMOoMUK HeaamebHO 8bINOJIHIMb Jlanapockonuueckum aOCmyI’lOM.

CrnenyeT y4yecTb, YTO Yy TAlMeHTa MOTYT ObITh HeCTaHAApTHBIE IMPOSIBIEHUST GOMe3HM, a TaKkKe
coueTaHye KOHKPETHOJ 6GOole3Hy C OPYyrMMM IIaTOJIOTMSIMM, YTO MOXKET OVKTOBATH Jevyalemy
Bpauy M3MEHEHMSI B aITOPUTME BbIOOPA ONTUMAIbHOV TAKTVKY OVATHOCTUKA Y JIeYEHUSI.



4. PeaOunuranus

¢ Bcem manyentam ¢ MIC pekoMeHAyeTCs MMpOBeeHe MeIUIIMHCKON peabuinTaunm, KOTopas
BK/IIOUaeT B cebs 3DQeKTUMBHYI0 00e300/MMBAOIIYI0 Tepanui, HYTPUTUBHYIO ITOAIEPKKY,
obecrieyeHne TICUXOJIOTUYECKOTO OJIATOMONYyYMs ¥ MaKCUMaJIbHO BO3MOXHOE (usnueckoe
(yHKUMOHMpOBaHMe HA BCEX JTarax JieYeHUs U oA aepkuBaoieit repanvm [117].

VpoBeHb yoeauTeIbHOCTH pekoMeHaanyii C (ypoBeHb JOCTOBEPHOCTH I0Ka3aTe/IbCTB — 4)

KommeHTapum: meduyuHckas peabunumayus npu JiedyeHuu nayuermos ¢ M/C sensemcs uacmoto
noddepxcusaroujeli mepanuu, HANpPasneHHOU HA YMEHbUEHUEe OCTIONHeHUl, MAakcumansHoe
obecneueHue @uauuecKux, IMOYUOHANILHBIX U COYUAIbHbIX nompe6GHOCmell, yayyuleHue Kayecmed
MU3HU NayueHmos u uneHo8 ux cemell. IIpuHyunsl peabunumayuu O0MxcHbl OblMmb OCHOBAMBL HA
MeswcdyHapooHoli knaccuuxayuu GyHKYUOHUPOBAHUS, 02paHuUeHUli Hu3HedesmeabHoCmu U 300pP08bsl
(MK®), paspabomanHoli BO3 6 2002 200y. InasHele ycnosus ekaouaimom  pabomy
MyasmuoucyunauHapHotli 6puzadst (MB), paHHee Haudno, nAayueHm-opueHMupo8aHHsili noodxoo,
onumenvHoe HabnwOeHuUe U NPeemMCcmeeHHOCMy N0 Mecmy xumeascmea nayueHma. B cocmae M/IB
npu pabome ¢ hayueHmamu, cmpadarowumu M/IC, 8xodsam epau no ¢usuueckoii peabuaumayuoHHoti
MeduyuHe,  8pau  2eMamonoz-0HKON02,  KJAUHUYECKUll  NCUxonoe,  Memooucm-uHcmpykmop,
Ipzomepanesm, MeOUYUHCKASL cecmpa, POOCMBEHHUKU hayueHma u cam nayueHm. B pesynsmame
O0uazHOCMUKU HapyuwleHuti cmpykmyp u QyHKYuii opzanu3md, 0zpaHudeHutli akmugHocmu u yuacmus
nayueHma, a makxe oyeHKU Hakmopos okpyxcaioujeli cpedsl U NEPCOHANBHBIX (HAKMOPOs8 hayueHmad,
gvlcmasnsiemcs. peabuIuMayuoHHslli dudazHo3, onpedensemcss nomeHyuanr u paspadamsleaemcs
UHOUBUAYANbHYILL NIIAH peabuiumayuu nayueHmad, 0CHO8bl8ASICh HA KPAMKOCPOUHble U J0JI20CPOUHbLE
yenu peabunumayuu.



5. IIpodunakruka

e Bcem mammentam ¢ MJIC peKOMEHAYETCSI IIOCTOSTHHOE OVHaMMuyecKoe HaOMoaeHne vy
reMaTosiora B TedyeHue Bcei sxusHu [1,118].

VpoBeHb yoeauTeIbHOCT pekoMeHganmii C (ypoBeHb JOCTOBEPHOCTH JOKa3aTe/IbCTB — 5)

KommeHTapum: rpaduk [AUCTAHCEPHOTO HabmoaeHuss He O0TpaboTaH, YCTaHABIMBAETCS
MHIVBUAYAJIbHO KaKIBIM BpPauoM ISl KaXkIOro TalMeHTa B 3aBUCMMOCTM OT Bapuanta MJIC,
BO3pacTa MalueHTa 1 HaJIuIysl COyTCTBYIOIIEl MaTOMOTUNA.

6. Opranusanys oKasaHusI MeIUIVHCKONM IMOMOLIM

MenuuyHCcKasi TOMOIIb, 32 MCKIIOYEHMEM MEeOUIIMHCKONM IMOMOIIM B paMKax KIMHUYECKON
anpobanyy, B COOTBETCTBUU C demepaqbHbIM 3akoHoM oT 21.11.2011 N2 323-®3 (pex. oT
25.05.2019) «O6 ocHOBax OXpaHbl 3[0POBbs IpakaaH B Poccuiickoit demepaniny» OpraHusyeTcs u
OKa3bIBaeTCs:

— B COOTBETCTBUU C IIOJIOK€HMEM 00 opraHmsanmum OKa3aHUs MeOMULMHCKOM MOMOIIM II0 BUIAM
MeIVLIMHCKOMN IIOMOIIIM, KOTOpOe YTBEPXAaeTCsa YIIOJTHOMOYE€HHbIM d)enepaanLIM OpraHomMm
VICTIOJTHUTEIbHOM BJIaCTU;

— B COOTBETCTBMM C ITOPSOAKOM OKa3aHMs ITOMOIIN ITO HpOdJI/I.TIIO «IreMaTOJIOTUSI», 00513aTeIbHBIM
A1 JICITIOJIHEHUS Ha TEPppPpUTOPUN Poccuiickoit CDE,IIepaLU/H/I BCeMI  MeIUMLMHCKMMMU
OpraHmM3alsIMm;

— Ha OCHOBE HACTOSIIINX KIMHNYECKUX PeKOMEHAIINIA;

— € YyueTOM CTaHJAapTOB MEIMUIIMHCKON TOMOIIM, YTBEPXKIEHHBIX YIOJTHOMOYEHHBIM
(emepanbHbIM OPraHOM UCIIOTHUTEIBHO BJIACTH.

[lepBuyHas CrIeUMAIUM3MPOBAHHAS MEAMKO-CAHUTAPHAS IIOMOINb OKAa3bIBAETCS BpPAuOM-
reMaToJOTOM M MHBIMM BpadyaMu-CIIeLMaTIMCTaMy B LIEHTpe aMOy/JIaTOPHOM reMaTo0rM4ecKoii/
OHKOJIOTMYECKOM IOMOLIY 160 B IEPBUYHOM reMaTOJIOIMYeCKOM/OHKOJIOIMUYeCKOM KaOMHeTe,
[epBUYHOM TIeMaTOJOTMUYECKOM OTHEeJIeHNUM, IMOMUKIMHNYECKOM OTHEIEeHNMM OHKOJIOIMYeCKOIo
JMcIaHcepa.

[Tpu BbISIB/IeHMM Y IIALIIeHTa MMeJIOAMCILIACTUYeCKOro cuHapoma (manee - MIIC) muny nogo3peHun
Ha HEero BpauM-TepamneBThl, BpauM-TeparneBThl yUaCTKOBbIe, BpauM 0OIIeil MPakTUKY (CeMeiiHbie
Bpauu), Bpauyu-CIEUMATNUCTDI, CPeOHME MEIMUIIMHCKME PAOOTHUKM B YCTAHOBJIEHHOM IMODSIIKE
HampaBJSiOT OGOJPHOTO HA KOHCYJIbTAlMI0O B IEHTP aMOylIaTOPHO! TeMaToJOoTUYEeCcKOii/
OHKOJIOTMYECKOJ TOMOIIM Jinb0 B TIEPBUYHBIA TreMaTOJIOTUUYECKMIT KabMHET, TepBUYHOE
reMaToJIorMueckoe OTHe/leHNe MeAVIIMHCKOM OpraHm3auyu [Jis OKasaHusl emMy IepBUYHOI
crielyaaM3MpoBaHHOI MeAMKO-CaHUTAPHON ITOMOILIN.

Bpaq—reMaTonor aM6YJ’IaTOpHOI‘O i CTalMOHAapHOIo 3BeHa remMaToJIOTMYeCKO TOMOIIM
OpraHM3yeT BBIMIOIHEHME OUATHOCTUYECKUX UCcaelOBaHUMA, HEOGXO,E[I/IMI)IX OJis1 YCTAaHOBJIEHUA
JAVardosa, BK/Irouasi pacCrmipoCTpaHeHHOCTb M CTaaNI0 3aboj1eBaHMs.

B C1ydyae HEeBO3MOXXKHOCTU IMMPOBEOEHUS OUATHOCTUYECKUX UCCIemoBaHMIi MalieHT HaITpaBJIA€TCs
Jedyammyum BpauOM B MEIMIMHCKYIO OPraHM3ali0, OKa3bIBAIOIIYI0 MEIMIMHCKYK IIOMOIIb
IIaneHTaM C remMaTo/JI0IrM4eCKUMMMn 3a00/1eBaHUSIMU JJIs1 YCTAaHOBJIEHUSI OMArHO3a M OKa3aHUA
cneumanmsnpOBaHHoﬁ, B TOM umucie BbICOKOTEXHO]IOFI/IllHOIZ, MeJIUIIMHCKOM TTOMOIIN.

[Tpm BeIsiBNeHMN MIC Mam mogo3peHnn Ha Hero B XOle OKa3aHMsI CKOPO MeOUIIMHCKONM TOMOIIN
MiMeHTa TepeBOASAT WIM HampaBasiloT B MeIMIMHCKME OpraHu3alyuy, OKa3bIBalolllye
MEIVIIVHCKYI0 ITOMOIIb OGOJbHBIM C reMaTOJOTMUECKMMM 3a00jeBaHMSIMM, IJIST OMpeme/eHMs
TaKTUKM BeIeHUs U HeoOXOOMMOCTM IIpMMEHEHMs [OIMNOJTHUTEIbHO OPYIUX METOIOB
Creaan3upPOBaHHOIO MPOTUBOOITYXO0JIEBOIO JIEUeHMSI.



Crieuyann3upoBaHHas, B TOM YMC/Ie BBICOKOTEXHOJIOTUYHAS MEOULIMHCKAs MTOMOIIb OKa3bIBAE€TCS
BpayaMM-TeMaTo/iorTaMy B MeAUIMHCKMX OPTaHMU3alMsIX, OKa3bIBAOIIMX MEOUIMHCKYIO TTOMOIIb
6ombHBIM  MJIC, WMeMUX JUIEH3UI0, HEOOXOAVMMYI MaTepUabHO-TEXHUYECKYI0 0as3y,
CepTUGUIMPOBAHHBIX CIEIMAINCTOB, B CTAIMOHAPHBIX YCIOBUSIX U YCIOBUSIX [THEBHOTO
cTalMoHapa ¥ BKIOYAaeT B ce6s MPOQWIAKTUKY, OUAarHOCTUKY, JIeYeHUEe TeMaTOJOTrMYecKux
3a6oyieBaHMit, TPEOYIONIMX MCIIOIb30BAHMST CIEIMAIbHbIX METOMOB M CIOXKHBIX YHUKATbHBIX
MeIUIIVHCKMX TEXHOJIOTHIA, 8 TAKKe MeAUIIMHCKYI0 peabuInTaunio.

B MemMIIMHCKOI OpraHM3alliy, OKa3bIBAKOLIE MeIMIMHCKYI0 MOMOIIb 601bHBIM MIC, TaKTHKa
MEIUIIMHCKOTO 06C/ieqoBaHMs U JIeYeHMs] YCTAHABJIMBAETCS BpavyaMU-TeMaToyioTaMu C
TIpUBJIEUEHNEM TIPY HEOOXOAVMOCTM APYIUX Bpaueii-CreluaaucToB, MpU Heo6XOOMMOCTU — C
MpoBeJleHMeM KOHCWIMyMa. PellleHMe KOHCMUAMYyMa Bpaudeit 0dOpMISETCS IPOTOKOJIOM,
MOJMMChIBAETCS YUaCTHUKAMM KOHCWJIMYMa Bpaueli M BHOCUTCS B MeOUIMHCKYIO TOKYMEHTaIMIO
6OJIBHOTO.

[TokasaHus K TOCIIATANM3alMM B KPYIIOCYTOUHBIN MM ITHEBHON CTallMOHAp MeIMUIIMHCKOM
OpraHmsaiuu, OKasbIBAIOIEl CIelMaIN3MPOBAHHYI0, B TOM YKC/I€ BbICOKOTEXHOJIOTMUHYIO
MEIUIMHCKYI0 TIOMOINb TI0 TIPOGMII0 «OHKOJOTHSI» OIPENesIOTCS BpayOM-TreMaTOIorom/
KOHCUJIMYMOM Bpayveii ¢ puBIeYeHeM IIPY HeOOXOIMMOCTHM IPYTUX Bpadeii-CrelyaaicTOB.

IlokasaHus 415 IVIAHOBOV rOCIUTAIN3alUN

1. O6cnemoBanme ¢ menbl0 Bepubukauum auaruosa MIC y mamyeHTa ¢ rnogo3peHueM Ha M]IC,
TPV HEBO3MOXKHOCTYM 00C/IeTOBaHMSI B aMOY/IaTOPHBIX YCIOBUSIX.

2. InarHoctuka peryuauBa MJIC, ycyryomeHus ariasuy KPOBETBOPEHMST WM TpaHchopMaluu B
OJI.

3.IIpoBenenue ouepennoro kypca VCT mau XT B yUIOBMUSIX KPYITIOCYTOYHOTO JIMOO JHEBHOTO
cTalyMoHapa.

4. BpinoyiHeHNe MIJIaHOBBIX XUPYPruyeCcKmx BMelaTe/lbCTB.

5. BbIIIOJIHEHME TJIAHOBBIX KCTPAKOPIIOPAIbHBIX METOAOB OUMINEHMSI KPOBM U 3aMeCTUTETbHOIA
TIOYEeYHOI Tepanum.

6. ITpoBenenne 3arianupoBanHoit TI'CK.

7. IIpoBesieHMe 3aMeCTUTEbHO reMOKOMITOHEHTHOV Tepanmuu.

IlokaszaHus 0151 SKCTPEHHOM roCnUTaIn3anmun
Heotnoxublie coctossaus y nanueHToB ¢ MIC n npu nogo3penun Ha MJIC:

— bebpuIbHas MMXOpaaKa M MHPEKIMOHHbIE OCTOKHEeHMS Ha ¢hoHe HeiTporneHun nocie Kypca XT
wiu Ha done UMT/UCT;

— reMopparnyeckuii CUHAPOM;
— TPOMOOTUUYECKIE OCIIOKHEHNS;
— HeoOXOAMMOCTb ITPOBEIeHNST SKCTPEHHOV 3aMeCTUTEIbHO Teparuy KOMIIOHEHTaMM KPOBH;

— Japyrme CHUCTEMHbIE€ HapylieHMsd, O6yCJ’[0BJ'IEHHbIe TeueHMeM OCHOBHOTO 3a0o0JieBaHMSI WU
OC/IO’)KHEHUAMMN, pa3BUBIIMMMUCS BCIeACTBME ITPOBEAEHHOTIO JIEUeHNH.

Iloxka3aHus K BBINMNCKE MalyieHTa U3 cTanoHapa

1. BoccTaHOBIIeHVe TIOKa3aTeneil repudepuyeckoil KpoBM (JeiiKouuThl Gomee 1x10%/,
rpaHynonuThl 6onee 0,5x10%/1, TpomMGoIMTEI Gonee 30-50%10%/1, remorno6un Gomee 80 /)
nocie ouepenHoro Kypca XT, UMT unu WUCT.

2. HopmoTepmusi B TeueHMme 3-5 CYTOK M OTCYTCTBME HEKOHTPOIMPYEMbIX MH(EKIVOHHBIX
OCJIOXKHEHUIA.

3. KynupoBaHue remopparn4eckmux OCJIOKHEHUIA.

4. KynmupoBaHue TpPOMOOTUYECKUX OCIIOKHEHUA.

5. KynupoBaHue CUCTEMHBIX HapylIeHUii, 00YCIOBIEHHbIX TeUEHVEM OCHOBHOTO 3a60/ieBaHUS
WU OCTIO’KHEeHUSIMU, Pa3BUBLIMMUCS BC/IEICTBYE ITPOBEAEHHOTO JIeUeHUSI.

3aKmoueHne O I1eJIecOO0pa3sHOCTY IlepeBofa OOMBHOTO B IPOGUIBHYI0 MEIUIIMHCKYIO
OpraHM3alMI0 OCYLIECTBISIETCS MOC/Ae MPeIBapUTEIbHOM KOHCYJIbTAIMY TI0 MPEIOCTaBIEHHBIM



MeOULIMHCKMM  JOKYMEHTaM U/ InmpeagBapuUTeJIbHOIO OoCMOTpa 60JIbHOTO Bpauyammu
crnenuanMcTaMm MeIULIMHCKOMN opranmsanmumn, B KOTOPYIO INIaHMPYETCS ITIepeBOaI.



6. JonmomHuTeIbHasA MHGOpMaIs, BAUIIONIas Ha
TeyeHye U ¥ICXO0M 3a00/IeBaHuS

7.1. ®aKkTOpPBHI, CBI3aHHBIE C 00JIE3HBIO (IIKAJIBI IIPOTrHO3a)

OmpefeneHnne pucka, CBSI3aHHOIO C XapaKTepuCTuKOM Bapuanta MJIC, 6Gasupyercs Ha
MCIIONb30BAHMUM TIPOTHOCTUYECKNX CUCTEM OLIeHKM, O0beJUHSIIOMNX OT/AeIbHble KIMHUYECKMUE U
remarosiornJyeckue rnmapametpsl. B 1997 r. mog srupoit MexxnyHapOoHOW LIKOJIbI aHaIM3a PUCKOB
vmenonucriasum - (IMRAW) P. Greenberg wm coaBTOpbl paspabotamu MekayHapogHYIO
IIPOTHOCTMYECKYI0 OauibHylo cucteMmy (IPSS), yUMTBHIBAIONIYI0O KOAMYECTBO OyacToB B KM,
LIUTOTeHeTUYeCKMe aHOMAJIVY U BhIPAKEHHOCTD Tepubepuyeckux UToneHuii (tTabsm. 1) [63].

Ta6auiia 1. [TporHocTuyeckas mikaaa IPSS

Kputepum nporHosa Bannbi
0 0,5 1,0 1,5 2,0
Bnactel B KM, % <5 5-10 - 11-20 21-30
Kapuotun Xopowui MpomMexyTOouYHbIN Mnoxown
LinToneHunn 0/1 2/3
Cymma 6annos KaTeropus pucka MeaunaHa obLueit BbDKMBAEMOCTH, MegunaHa BpEMEHM no
net TpaHchopmaumm B OMJT  25%
nauueHToB, net
0 Huskuit 5,7 9,4
0,5-1,0 MpoMeXxyTouHbIn-1 3,5 3,3
1,5-2,0 MpOoMeXyTOUHbIN-2 1,1 1,1
>2,5 Bbicokuii 0,4 0,2
IIpumevanus:

Intonmenus: Hb <100 r/m; abCcoMOTHOE UMCIIO HEATPODIUIOB <1,5><109/J1 ; TPOMOOLIATbI <100x10%/
JL.

Kapmorumn: xopoummii — HOpMaJibHbIN Kapuotur, —-Y, —20, -5; Iwioxoii — a”HomMamuu 7-i
XPOMOCOMBI 1 KOMILJIEKCHbIE abeppatyu (>3 XpOMOCOM); IIPOMEKYTOUHbIN — BCE OCTaJIbHbIE.

Cucrema IPSS okasayiach TOJI€3HON [AJiT TPOTHO3MPOBAHMS OOINEil BbDKMBAEMOCTM U PUCKA
TpaHchopMaluyM B OCTPbIl Muesnoneiiko3 (OMJI) mamyeHToB ¢ MIIC, 4YTO MOMOTaeT B IPUHITUA
KIVMHUYEeCKUX pelleHni [63].

HoronauTenbHbIe (HAKTOPBI, KOTOPhIE TAaKKe MMEIOT IMPOTHOCTMYECKOe 3HAUEHME, B TOM YMCIIe
MYJIbTWINHEHAST OUCILIA3MsI, TSKeslas aHeMUSI C 3aBUCYMMOCTBIO OT TpaHChy3uii, ObLIM BKIIOUEHBI
B [IporHoctuyeckyio 6amibHy0 cuctemy BO3 (WPSS), KoTopast I03BOJISIET pasaeuTh IalieHTOB
Ha 5 IpyIm pyucKa ¢ pasJIMYHbIMMU [TOKA3aTeISIMM BbIKMBAEMOCTH U BEPOSTHOCTY TpaHCPOpMaLUn
B OMJI (Tab:. 2). ITa IIKaia M03BOJISIeT 60jiee TOUHO OIPeNeUThb IIPOTHO3 OTAeIbHbIX Mal[IeHTOB
¢ MC, B 0cO6€HHOCTY M3 I'PYIIIT HU3KOTO M ITPOMEXYTOYHOrO- 1 pucka 1o IPSS [64].

Ta6auma 2. [IporHoctuueckas mkamaa WPSS

MapameTpbl Bannbi

0 1 2 3
BapuaHT no PA, puMa PANB-1 PANB-2
knaccudukaumum BO3! PAKC,

5g-

KapuoTun? Xopowwuii MpoMeXyTOouUHbI Mnoxown -




HB<90 r/n AN MyX4uH u Het Aa - -

<80r/n Ans XeHWwmnH

Cymma 6annos KaTteropusa pucka MeavaHa obeit BeposiTHOCTb nporpeccun B OMJ1 (6e3

BbIXXMBAEMOCTU, MeC. neveHuns)
2 ropa 5 ner

0 OueHb HU3KWUI 103 0 0,06

1 Huzkunii 72 0,11 0,24

2 MpoMeXyTOoYHbI 40 0,28 0,48

3-4 Bbicokuit 21 0,52 0,63

5-6 OyeHb BbICOKWI 12 0,79 1
IIpumeuanus:

1. Mopdonornuyeckue BapuaHTbl Mo BO3: PA - pedpakrepras anemust; PAKC — pedpakrepHas
aHeMUsI C KOJbIEBBIMU cusepobinactamu; 5q—cuuaapom — MIIC ¢ u30MMpOBaHHOI menenueii 5q;
PLIM/[I - pedpakTepHast INTOMEHNS ¢ MY/IbTUIMHEIHOI qucruiasueit; PAVB-1 — pedpakrepHas
aHemus ¢ n36bITKOM 61acToB 1 1 PAUB-2 — pedpakTepHast aHeMUsI € M36bITKOM 6J1aCTOB-2.

2. KapuoTumn: xopoinii — HopMmabHbIii, —Y, del(5q), del(20q); 110x0ii — KOMITJIEKCHbIE aHOMAaJIUA
>3 abeppaunii 1 r06ble U3MEHEHMS 7-11 XpOMOCOMBI; TTPOMEKYTOUYHBI — BCe Apyrue aHOMaIuu
KapuoTHIIa.

3. TpaHcdy3moHHAasI 3aBUCUMOCTD (PEryjsipHasi) — 5T0 MMHUMYM OfHA TpaHChY3MsT JOHOPCKUX
SPUTPOLIMTOB Kask/ible 8 HeJlelb Ha MIPOTSDKeHNUU 4 Mecsiies [5]

OTHOCUTENIBHO HemaBHO MexayHapomHass pabouas rpymma 1o nporHosupoBaHuio MJIC,
MpOaHaJIM3UPOBaB OTHAJEHHbIE PE3ybTaThl OOJBIIOT0 MHOTOLIEHTPOBOTO MCCIEIOBAHUS T10
repBUYHBIM ManyeHtam ¢ MIIC, mepecmotpena cucrtemy IPSS. B paboTe 6b110 IIpoaHaaM3MpoBaHa
MIPOrHOCTMYECKAST 3HAYMMOCTH GOJBIIIOTO KOJMYECTBA Aaske BeCbMa PeIKMX aHOMANii KapMOTHUIIA,
YTO MMO3BOAMIO KaaccuuUIMpoBaTh X Ha 5 IMTOreHeTMYeCKMX IPYI pucka. B KoHeuyHOM Buze
IepecMOTpeHHasT ITPOTHOCTHMYecKast 6ammbHas cucreMa (IPSS-R) mosBosseT KiraccuduIypoBaTh
3abo/meBaHMe Ha 5 MPOTHOCTUYECKUX TPYIII, TOYHO YUMUTHIBAS KAPMOTUII, KOTUIECTBO OIACTHBIX
KJIETOK U TSKECThb OT[IeTbHBIX IUTOIIeHu  (Taba. 3) [30].

Ta6auria 3. [IporHocTuyeckas mkana [PSS-R

NapameTpbl Bannbi
0 0,5 1 1,5 2 3-4
Kapuotun OueHb - Xopowwmit - MpoMeXyTOuUHbI Mnoxoin wm
XOpOoLKii OYeHb
naoXoit
Bnactel B KM, % <2 >2-<5 - 5-10 > 10
remMornobuH, r/n >100 - 80-99 <80 - -
TpombouuTbl, Xx10%/n =100 50-99 <50 - - -
Heltpodunbl, x10°%/n >0,8 <0,8 - - - -
Fpynna pucka Cymma MeamaHa obwiei BbDk )CTH, Mep, Bp Ao TpaHchopmaumn B OMJ1
6annos mec 25% nauueHToB, MeC
OyeHb HU3KKUI <1,5 9,3 He pocturHyTa
Huskunit >1,5-3 6,3 He pocturnyTa
[MpoMeXyTOouUHbIM >3-4,5 3,4 2,4
Bbicokuii >4,5-6 1,2 0,8
OyeHb BbICOKMIA >6 0,6 0,6
BapuaHT kapuoTuna J[laHHble LUTOreHeTUYECKOro uccnefoBaHuns
OyeHb XOpoLwunii -Y; del(11q)
Xopowwuii HopmanbHbliii; del(5q); del(12p); del(20q); del(5q) c AononHUTENLHOW XPOMOCOMHOW abeppauueit
MpoMexyTouHbIn Del(7q); +8; +19; i(17q); nobasa apyras nsonmposaHHas wnm ABoviHas abeppauuns




Mnoxoi -7; inv(3)/t(3q)/del(3q); aBoviHasa abeppaumnsa ¢ —7/7q-; KOMNAEKCHbIN kapuoTun (3 abeppaunu)

OuyeHb nnoxou KomnnekcHbili kapuoTun (>3 abeppauunii)

HoBas mporHoctuyeckasi cucrema IPSS-R 6Gosee coBepiieHHa M YIydyliaeT CTPATUGUKAIUIO
nanyeHToB. OIleHKa IMPOTHO3a MOXKET TEeXHUYEeCKU ObITh YIIPOIeHa C IMOMOIIbI0 MHTepHeT-
kanbkynaropa (http://advanced.ipss-r.com) wauM GecruilaTHoro mnpwiokeHus IPSS-R mist
cMapTGhOHOB ¥ IUIAHIIETHBIX KOMITHIOTEPOB.

7.2. Ipyrue akTOpsbI

OTmenbHbIE TApaMeTpPbl, XapaKTepuU3yolie COMaTUYeCKMii CTaTyC MalMeHTa, MOTYT BJIMSITb Ha
eCTecTBeHHOe TeueHue OOJIe3HM ¥ NPUHSITME TepamneBTUUeCKMX pelleHuit. K HMM OTHOCSTCS
BO3pacCT, COMYTCTBYIOIIME 3aboseBaHus, Gusnuyeckue pe3epBbl, HYTPUTUBHBIA U TMCUXUIECKUIA
CTaTyC NMauyeHTa.

ITpu BeisiBIeHun MJIC BospacT crapuie 60 jieT SIBJASeTCS He3aBMUCUMBIM He6IaronpusTHbIM
MporHoctuueckuM akropom. Koppekiuyst Ha BO3pacT P OLiEHKE BepPOSTHOCTM HOJATOCPOUYHOI
BbDKMBAeMOCTH OblIa IIpeJocTaB/IeHa 11 60/bIIMHCTBA IIPOrHOCTHYECKMX cucTeM. TeM He MeHee,
XPOHOJIOTMYECKMII BO3PACT MOKET OTJIMYATHCS OT GMOJIOTUYECKOTO, UTO HEOOXOIMMO YUUTHIBAThH
IIpY BbIOGOPE TAKTUKY TEePaTIUA.

Bbicokast yacToTa COMYTCTBYIOUIMX 3a007eBaHMii — OOBIYHOE SIBJIEHME Y TIOKWIIbIX jTrofeii. OmHO
MM HECKOJIbKO COIMYTCTBYIOIIMX 3a00JieBaHMIi MCXOOHO BCTpeuvaeTcs Oosiee 4eM Y TOJIOBMHbI
nauyeHToB ¢ MIIC, YTO OKa3bIBaeT 3HAUMTE/IbHOE BIMSHIME Ha BbIKMBAeMOCThb. boe3Hn cepaia —
9TO caMble YacTble COIYTCTBYIOIIVE 3a00IeBaHMsl, OMpenesione KOMOPOUIHOCTDb MaI[ieHTOB C
MJIC. CepaeuHO-COCYyaMCThIe OCTIOKHEHMST Hauboiee BbIPakeHbI Y MAIMEeHTOB C TSDKeJIOl aHeMueit
¥ TpaHChY3MOHHO 3aBUCUMOCTBIO.

[Tpo6eMbl, CBSI3aHHbIE C HAJIMYMEM COMYTCTBYIOIIMX 3a60I€BaHMIA, TTO-PA3HOMY MPOSIBJSIIOTCS Y
narueHToB ¢ MIIC 13 Ipynm HU3KOTO U BBICOKOTO pucKa. Y marueHToB ¢ MJIC 13 IpyIbl HU3KOTO
pUCKa, COIMYTCTBYIOIIME 3a60eBaHMsI BAMSIOT Ha IIPOTHO3, HEITOCPENCTBEHHO YBEIMUYMBAsT PUCK
cMepTH, He CBsI3aHHOI ¢ TpaHcdopMmanyeit B OJI. I HA060pOT, y MaIMeHTOB U3 I'PYIIIbl BHICOKOTO
pUcKa KIMHMYECKOe 3HAueHMe HETSDKEeNON COITyTCTBYIOIIE ITaTOJIOTMM HEe TaK BEeIMKO IO
CpaBHEHMIO C HeOJIaronpusITHBIM IPOorHo3oM camoro MIC. OmHaKO M y 3TUX NAIMEHTOB
KOMOPOMIHOCTb BAMSIET Ha Pe3y/NbTaThl JIEUEHUSI, OTPAaHMUMBAST BHIOOP BO3MOKHBIX BapMaHTOB
Tepanmn.

ISl TPOTHO3MPOBaHMSI BIMUSIHMSI COIYTCTBYIOIIMX 3a060/7€BaHMiI Ha KOHEUHbIE Pe3YIbTaThl
jgedeHust y 6oabHbIx MIIC Hamubosbiimii MHTepec mpenacrasisier MJIC-crienubUyuHbIiA MHIEKC
KomopbuaHoctu (MDS-CI), mJist onpemesieHnss KOTOPOTO HEOOXOAMMO OLIEHUTh (PYHKIIMOHAIbHOE
COCTOSIHME W/WIM Hajauuue TMOopaXkeHus cephla, IMeYeH), MOYeK U JIeTKUX, aKTMBHBIX WU
M3JIeYeHHbIX COMUAHBIX omyxoneii ([Ipunoxkenune I'2).

[lo cymme 6a/yIOB, TMPUCBOEHHBIX KaKAOMY IIOKA3aTeNI0, OIMpPeAessieTcss MPOTHOCTUYECKUA
BapuaHT MDS-CI: uuskuii (0), mpoMeskyTouHbiii (1-2) 1 BbICOKMIT (>3 6asutoB). Ilociemyioliee
MIpUMeHeHe MHAEKCa KOMOPOWIHOCTM ITO3BOJISIET CTPATUGUIMPOBATh IMALMEHTOB M3 TPYIIIIHI
HM3KOTO U MPOMEXKYTOUYHOTO pUcCKa (HO He BbICOKOTO M OueHb BbICOKOI'O) Ha TPYMIIbl C pasHOit
BbDKMBAEMOCThI0. [Ipy mNpoumx paBHBIX YCIOBUSX BBICOKOe 3HaueHue wuHAaexkca MDS-CI kak
YBeIMUMBAET PUCK CMEPTU OT IPUUMH, HE CBSI3aHHBIX ¢ TpaHchopMmaimeir B OJI (HR 2,46; p
<0,001), Tak 1 ymeHnbuaeT nokasateanu OB B uenom (HR 2,09; p <0,001).

Takum 06pa3oM, yueT (HaKTOpPOB, CBSI3aHHBIX KakK C 3aboyeBaHMeM, TaK ¥ C CaMMUM IalMeHTOM,
3HAUMTENIbHO Y/Iy4lllaeT IPOrHOCTUYECKYIO MOLTHOCTb OTIeNbHbIX MOJesei, 0COOeHHO B I'PYIINax
HM3KOro pucka [119].

Hosble npemnapatsl B 1edueHun MC

B Hacrosiiee Bpemsi B crpaHax EBpombl u CIIA npoBomsarcs uccienoBaHus (6omee 100) mo
u3y4yeHn1o 3GHEeKTUBHOCTY MPUMEHEHMS HOBBIX JIEKAPCTBEHHBIX MPerapaToB st jeueHust MIC:

1. JTycrraTepcenT (MHTMOUTOP CUTHAIBHOTO ITyTH TGF-p) .
2. Pokcamycrat (MHIMOUTOP TUIIOKCHEN MHAYIIMPOBaHHOTO dakTopa (TUd)).
3. ImeTencTaT-MHIMOUTOP TEJIOMEepa3bl.


http://advanced.ipss-r.com/

4. TIpanMHOCTaT,  SHTUHOCTAT, IMAHOOMHOCTAT,  BAJbIIPOEBasl  KUCIOTA  (MHTUOUTOPDI
TUCTOHealeTUIa3bl)
5. dHacupmeHub, uBocuaenn6 (muruburop IDH1/IDH2).
6. BeHeTokiakc (creuyduyeckuii MHrM6MUTOp 6enka Bel-2).
7. MupocTaypuH (MyJIbTUKMHA3HbBIN MHTUOUTOD MTPOTEMHKMHAS).
8. lemTy3ymaT 030raMuLVH (MOHOK/IOHaNbHOe aHTCD33 aHTUTENO).
9. Puroceptu6 (MHrMO6UTOP CUTHA/IbHOTO 1yTy KuHa3 PI3K u PLK).
10. T'yamenuTabuH (TMIIOMETWIMPYIOIINIA TIperapar) u ap.



IIOMOIIM

KpMTepMI/I OL€HKM KauyeCTBa MG,Z[I/IH,I/IHCKOﬁ

Kputepum kauectsa

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTeNbCTB

YpoBeHb
y6eantenbHocTtn
pekoMeHAauunn

MaumeHTy npu nogo3peHun Ha MAC, a Takxe nauueHTy C
ycTaHoBneHHbIM MAC B npouecce JleYeHUs U NPU  KOHTPOSIbHOM
OGCHE,ClOBaHVIVI BbIMNOMIHEH K/IMHWYECKUI aHanu3 KpoBM C noacyeToM
nevikountTapHo# QopMysibl He Ha aBTOMATMYeCKOM aHanusaTtope, C
noacyeToMm Konuyecrtea TDOMSOLU/ITOB U PETUKYNOUMNTOB

A

MaumneHTy npu nojgo3peHun Ha MAC, a Takxe nauueHTy C
ycTraHoBneHHbiM MAC B npouecce nedyeHUs W NPU  KOHTPOSIbHOM
obcnefoBaHNM  BbIMOSIHEH — BMOXMMWYECKMIA  aHanuM3 — KpPoBM  C
onpeaeneHneM ypoBHsi oblero 6enka, anbbyMMHOB W rnobynvHOB,
MOYEBMHbI, KpeaTWHUHa, 6unmpybuHa obliero u npsMoro, akTUBHOCTM
amuHoTpaHcdepas (ACT, ANT), wenoyHon docdatasbl, JIAF, ypoBHS
XonecTepuHa, TPUrIULEPVAOB, FTIOKO3bI

MauneHty npu nopo3peHun Ha MAC, a Takxe nauueHty cC
yctaHoBneHHbIM MAC B npouecce ne4vyeHns, nepes WHBA3UBHbLIMU
BMellaTenbCTBaMM W MPU  KOHTPOJIbHOM 06C/eoBaHMN  BbIMOSIHEHO
vnccneposaHne  koarynorpammbl  (AYTB, npoTpoMbuH, ¢ubpuHoreH,
arperauus TpoM60LMTOB)

MaumneHTy npu Bepudukaumm amardosa MAC w3 rpynnbl HU3KOrO puUcka
BbINOJ/IHEHO UCCNeA0BaHWe nokasaTens sHAoreHHoro MO

MauneHty npu nopo3peHun Ha MAC, a Takxke nauueHty C
YCTaHOBJ1IEHHbIM M,Cl,C B npouecce /ie4yeHuna BbINOJIHEHO wMccneaoBaHue
CbIBOPOTOYHbIX MOKasaTenein metabonusma xenesa (keneso, obwas
KenesocsasblatoLlas CrnocobHoCTb CbIBOPOTKM, heppuUTuH,
TpaHCheppWH, HacbllWeHe TpaHchepprHa xenesom)

MauneHty npu nopo3peHun Ha MAC, a Takxe nauueHty C
ycTaHoBneHHbIM MAC B npouecce nevyeHus BbIMOJHEHO WcCeaoBaHue
coaepXaHus ButamuHa By 1 onatos B CbiBOpOTKE

MauneHTy npu nopo3peHun Ha MAC, a Takxke _ naumneHty
YCT@HOB/IEHHbIM. mac c KNMHUKO-nabopaTopHoii KapTVHO
reMo/ITUYeCKoi aHeMun BbinonHeHa npoba Kymbca

¢
i

MauneHTy C UMTONEHUYECKMM CUHAPOMOM MNpu noao3peHun Ha MAC wnn
(o} YCTaHOBJIEHHbIM M,ElC BbIMO/THEHO nccnenosaHne roOpMOHOB
WMTOBUAHON enesbl

MaumneHTy npu nojo3peHun Ha MAC, a Takxe nauueHTy C
ycTaHoBeHHbIM M/IC B MpoLecce Tepanui BbINOSIHEHO LUTONOMMYeckoe
nceneposaHne KM

10

MauveHnty npu nogospeHmn Ha MAC, a Takxke nauueHTy cC
ycTaHoBneHHbiM  MAC  BbIMOMHEHO LIMTOXMMUYECKOe uccnefoBaHue
KNETOK KpacHoro psiaa ¢ 6epiIMHCKO nasypbio

11

MauveHty npu anarHoctuke M/AC  BbINONHEHO LUTOreHeTMyeckoe
nceneposaHne KM

12

naLlVIeHTy npu nNoAO3peHUU Ha M,Cl,C BbIMO/THEHO rUcCToNOrn4yeckoe
nccneposaHve KM (TpenaHobuoncus)

13

MauveHTy ¢ nopospeHnemM Ha MAC BbinonHeHo Y3 6pPIOLLIHON MONOCTU U
3a6pIOLIMHHOrO NPOCTPaHCTBa, Y3 WUTOBUAHOM Xenesbl, Y3U opraHos
Manoro Tasa y XeHLWMWH U NnpeacrtaTtesibHON Xese3bl Y MYX4YUH

14

MauwneHTy ¢ noaospeHnem Ha MAC BbiMonHeHa peHTreHorpadus unm KT
OpraHoB rpyAHOW KNeTKU.

15

MaumeHTy c nogospeHmem Ha MAC sbinonHeHa KT nnn MPT ronosbl

16

MaumneHTy ¢ noaospeHnem Ha MAC sbinonHerna 3rAC

17

MauveHnty ¢ nopo3peHnem Ha MAC M3 rpynnbl  HWU3KOTO pucka
BbIMO/IHEHA KOJTIOHOCKOMUS

18

MaumneHTy npu nojo3peHun Ha MAC, a Takxe nauueHTy C
yctaHoeneHHbIM MAC B npouecce Tepanuu BbinonHeHa KM

19

MaumneHTy ¢ BepuduumpoBaHHbiM MAC HU3KOrO MW NMPOMEXYTOYHOro-1
pucka no IPSS ¢ 3MO <500 Ea/mn ¢ 4acTtoToi TpaHcdy3nii KOHLEeHTpaTa
3pUTPOLMTOB <2 npoBefeHa Tepanusa 3MCMN

20

Maumnenty ¢ MAC m3 rpynnbl HU3KOrO M MPOMEXyToyHoro-1 pucka no
wkane IPSS un naumeHty ¢ MAC “3 rpynnbl HU3KOro U MPOMEXYTOYHOrO
pucka no wkane IPSS-R c runonnasveit KpoBETBOPEHWS, HOpPMasibHbIM
KapuoTWUMOM, aHOMasMsiMU XOPOLUero WU MPOMEXYTOYHOro pucka, 3a
ncktoyeHmem 7g-, iso(17q), nposeaeHa UCT

21

NauveHty ¢ MAC #3 rpynnbl HU3KOrO U MPOMEXYTO4YHOro-1 pucka no
wkane IPSS n nauneHTty ¢ MAC m3 rpynnbl O4€Hb HWU3KOro, HWU3KOro U
NpOMeXyToyHoro pucka no uwkane IPSS-R; nu6o naumweHty c MAC-
KaHAuaaTy Ha nposeaeHue anno-TICK nocne TpaHcdysum 10-20 pos3
[OHOPCKMX 3PUTPOLUTOB, MPY MOBLILEHUM CbIBOPOTOYHOIO eppuUThHa
6onee 1000-Hr/Mn nposeAeHa xenaTopHas Tepanus

22

MaumneHTy ¢ MAC B Bo3pacTe <60-65 neT 6e3 TsHKeNbIX CONyTCTBYOLMX
3aboneBaHnii M3 rpynnbl MPOMEXYTOYHOro-1 pucka npu Haanyum
HebnaronpuaTHbIX  aHoManuit KapuoTuna, unu M3 rpynnbl
MPOMEXYTOYHOr0-2 UK BbICOKOro pucka no wkane IPSS, nnu us rpynnel
MPOMEXYTOUYHOr0, BbICOKOrO M OYEeHb BbICOKOro pucka no wkane IPSS-R,
a Takxe nauveHTty ¢ MAC, monoxe 40-50 net, 6e3 usbbiTka 6nactos u3
rpynnbl NpPoMeXyToyHoro-1 pucka no wkane IPSS v npoMexyToyHoro
pucka no wkane IPSS-R, pesnWCTEHTHOMY K MPOBOAMMOI Tepanuu, C
BbIPaXX€HHON 3aBWCMMOCTbIO OT TpaHCPY3nil KOMMOHEHTaMW KpOBU
nposeaeHo HLA-TUNMpoBaHWe U MNPUHATO pelleHne Bonpoca o
BO3MOXHOCTU anno-TIrCK

23

NaunenTty ¢ MAC U3 rpynnbl NPOMEXyTOYHOr0-2 U BbICOKOrO pucka Mo
wkane IPSS n naumenty ¢ MAC 13 rpynnbl NPOMEXYTOYHOrO, BbICOKOIrO
M OYEHb BbICOKOro pucka no wkane IPSS-R nposeaeHa XT wvnu Tepanus
rUNoOMEeTUANPYIOLWMMIU NpenapaTamMm




Crmcok inrepaTypsl

1. KoxHo A.B. et al. MuenogycriacTMyeckue CMHAPOMBI M aruiacTudeckass aHeMwus //
[TporpaMMHOe jieueHe 3a60eBaHmMii KpoBHu, o pex. CaBuenko B.T. 2012. P. 83-150.

2. MIupun A.ll., ®penkenb M.A. Muenoaucruiactuyeckue cuHApombl // KiumHuueckas
OHKOTeMaTOJIOTHSI: PYKOBOJICTBO [IJist Bpaueii. IToa pex. BonkoBoit M.A.. 2-e u3f,., nepepab. u Jo1l.
2007. P. 502-551.

3. Garcia-Manero G. Myelodysplastic syndromes: 2015 Update on diagnosis, risk-stratification
and management. // Am. J. Hematol. 2015. Vol. 90, N2 9. P. 831-841.

4, Malcovati L. et al. Diagnosis and treatment of primary myelodysplastic syndromes in adults:
recommendations from the European LeukemiaNet. // Blood. 2013. Vol. 122, N2 17. P. 2943-2964.

5. Greenberg P.L. et al. NCCN Clinical Practice Guidelines in Oncology. Myelodysplastic
syndromes. 2019.

6. Goldberg S.L. et al. Incidence and clinical complications of myelodysplastic syndromes
among United States Medicare beneficiaries. //]. Clin. Oncol. 2010. Vol. 28, N2 17. P. 2847-2852.

7. Swerdlow S.H. et al. WHO classification of tumours of haematopoietic and lymphoid tissues.
International Agency for Research on Cancer, 2008. 439 p.

8. Swerdlow S.H. et al. WHO classification of tumours of haematopoietic and lymphoid tissues.
Revised 4th ed. Lyon, France: International Agency for Research in Cancer (IARC) / ed. Swerdlow
SH, Campo E, Harris NL, Jaffe ES, Pileri SA, Stein H T.]. 2017. 585 p.

9. Valent P. et al. Proposed minimal diagnostic criteria for myelodysplastic syndromes (MDS)
and potential pre-MDS conditions // Oncotarget. Impact Journals, LLC, 2017. Vol. 8, N2 43.

10. Gregg X.T., Reddy V., Prchal ].T. Copper deficiency masquerading as myelodysplastic
syndrome. // Blood. 2002. Vol. 100, N2 4. P. 1493-1495.

11. Irving]J.A. et al. Element of caution: a case of reversible cytopenias associated with excessive
zinc supplementation. // CMA]J. 2003. Vol. 169, N2 2. P. 129-131.

12.  Amin H.M. et al. Having a higher blast percentage in circulation than bone marrow: Clinical
implications in myelodysplastic syndrome and acute lymphoid and myeloid leukemias //
Leukemia. Nature Publishing Group, 2005. Vol. 19, N2 9. P. 1567-1572.

13.  Hellstrom-Lindberg E. et al. Erythroid response to treatment with G-CSF plus erythropoietin
for the anaemia of patients with myelodysplastic syndromes: proposal for a predictive model. // Br.
J. Haematol. 1997. Vol. 99, N2 2. P. 344-351.

14.  Seguier J. et al. Autoimmune diseases in myelodysplastic syndrome favors patients survival:
A case control study and literature review. // Autoimmun. Rev. 2019. Vol. 18, N2 1. P. 36-42.

15. Wang H. et al. Clinical significance of a minor population of paroxysmal nocturnal
hemoglobinuria-type cells in bone marrow failure syndrome // Blood. 2002. Vol. 100, N2 12. P.
3897-3902.

16. Yoshida Y. et al. Co-occurrence of monoclonal gammopathy and myelodysplasia: a
retrospective study of fourteen cases. // Int. J. Hematol. 2014. Vol. 99, N2 6. P. 721-725.

17. Mufti G.J. et al. Immunological abnormalities in myelodysplastic syndromes I. SERUM
IMMUNOGLOBULINS AND AUTOANTIBODIES // Br. J. Haematol. 1986. Vol. 63, N2 1. P. 143-147.

18.  De Hollanda A. et al. Systemic and immune manifestations in myelodysplasia: A multicenter
retrospective study // Arthritis Care Res. 2011. Vol. 63, N2 8. P. 1188-1194.

19.  Wolach O., Stone R. Autoimmunity and Inflammation in Myelodysplastic Syndromes // Acta
Haematol. 2016. Vol. 136, N2 2. P. 108-117.



20. Yarali N. et al. Parvovirus B19 infection reminiscent of myelodysplastic syndrome in three
children with chronic hemolytic anemia // Pediatr. Hematol. Oncol. Taylor and Francis Inc., 2000.
Vol. 17, N2 6. P. 475-482.

21. Wajcman H., Moradkhani K. Abnormal haemoglobins: Detection & characterization //
Indian Journal of Medical Research. 2011. Vol. 134, N2 10. P. 538—-546.

22.  Fong T. et al. Copper deficiency: An important consideration in the differential diagnosis of
myelodysplastic syndrome // Haematologica. 2007. Vol. 92, N2 10. P. 1429-1430.

23. Thakral B., Saluja K., Eldibany M. Zinc-induced copper deficiency: a diagnostic pitfall of
myelodysplastic syndrome. // Pathology. 2014. Vol. 46, N2 3. P. 246—-2438.

24. Dorgalaleh A. et al. Effect of thyroid dysfunctions on blood cell count and red blood cell
indice. // Iran. J. Pediatr. Hematol. Oncol. 2013. Vol. 3, N¢ 2. P. 73-77.

25.  Bennett J.M., Orazi A. Diagnostic criteria to distinguish hypocellular acute myeloid leukemia
from hypocellular myelodysplastic syndromes and aplastic anemia: Recommendations for a
standardized approach // Haematologica. 2009. Vol. 94, N2 2. P. 264-268.

26.  Goasguen J.E. et al. Quality control initiative on the evaluation of the dysmegakaryopoiesis
in myeloid neoplasms: Difficulties in the assessment of dysplasia. // Leuk. Res. 2016. Vol. 45. P. 75—
81.

27. Mufti G.]. et al. Diagnosis and classification of myelodysplastic syndrome: International
Working Group on Morphology of myelodysplastic syndrome (IWGM-MDS) consensus proposals
for the definition and enumeration of myeloblasts and ring sideroblasts. // Haematologica. 2008.
Vol.93,N2 11.P. 1712-1717.

28. Patnaik M.M., Tefferi A. Refractory anemia with ring sideroblasts and RARS with
thrombocytosis. // Am. J. Hematol. 2015. Vol. 90, N¢ 6. P. 549-559.

29.  Della Porta M.G. et al. Mitochondrial Ferritin Expression and Clonality of Hematopoiesis in
Patients with Refractory Anemia with Ringed Sideroblasts. // Blood. 2005. Vol. 106, N2 11. P. 3444.

30. Greenberg P.L. et al. Revised international prognostic scoring system for myelodysplastic
syndromes // Blood. 2012. Vol. 120, N2 12. P. 2454-2465.

31. Gupta R. et al. Myelodysplastic syndrome with isolated deletion of chromosome 20q: an
indolent disease with minimal morphological dysplasia and frequent thrombocytopenic
presentation. // Br. . Haematol. 2007. Vol. 139, N2 2. P. 265-268.

32. Gyan E., Dreyfus F., Fenaux P. Refractory thrombocytopenia and neutropenia: a diagnostic
challenge. // Mediterr. J. Hematol. Infect. Dis. 2015. Vol. 7, N2 1. P. e2015018.

33. Mallo M. et al. Impact of adjunct cytogenetic abnormalities for prognostic stratification in
patients with myelodysplastic syndrome and deletion 5q. // Leukemia. 2011. Vol. 25, N2 1. P. 110-
120.

34.  Olney H.]., Le Beau M.M. Evaluation of recurring cytogenetic abnormalities in the treatment
of myelodysplastic syndromes. // Leuk. Res. 2007. Vol. 31, N2 4. P. 427-434.

35.  Rogers H.J. et al. Complex or monosomal karyotype and not blast percentage is associated
with poor survival in acute myeloid leukemia and myelodysplastic syndrome patients with inv(3)
(q21926.2)/t(3;3)(q21;926.2): a Bone Marrow Pathology Group study. // Haematologica. 2014. Vol.
99, N2 5. P. 821-829.

36. Schanz J. et al. New comprehensive cytogenetic scoring system for MDS and oligoblastic
AML after MDS //]. Clin. Oncol. 2012. Vol. 30, N2 8. P. 820-829.

37. Steensma D.P. et al. Clonal cytogenetic abnormalities in bone marrow specimens without
clear morphologic evidence of dysplasia: a form fruste of myelodysplasia? // Leuk. Res. 2003. Vol.
27,N2 3. P. 235-242.

38. Paulsson K., Johansson B. Trisomy 8 as the sole chromosomal aberration in acute myeloid
leukemia and myelodysplastic syndromes. // Pathol. Biol. (Paris). 2007. Vol. 55, N2 1. P. 37-48.



39. Bigoni R. et al. Multilineage involvement in the 5q- syndrome: a fluorescent in situ
hybridization study on bone marrow smears. // Haematologica. 2001. Vol. 86, N2 4. P. 375-381.

40. Fu B. et al. Bone marrow fibrosis in patients with primary myelodysplastic syndromes has
prognostic value using current therapies and new risk stratification systems. // Mod. Pathol. 2014.
Vol. 27, N2 5. P. 681-689.

41. Huang T.C. et al. Comparison of hypoplastic myelodysplastic syndrome (MDS) with
normo-/hypercellular MDS by International Prognostic Scoring System, cytogenetic and genetic
studies // Leukemia. Nature Publishing Group, 2008. Vol. 22, N2 3. P. 544-550.

42.  Maschek H. et al. Myelofibrosis in primary myelodysplastic syndromes: a retrospective study
of 352 patients. // Eur. J. Haematol. 1992. Vol. 48, N2 4. P. 208-214.

43, Orazi A. Histopathology in the diagnosis and classification of acute myeloid leukemia,
myelodysplastic syndromes, and myelodysplastic/myeloproliferative diseases // Pathobiology.
2007. Vol. 74, N2 2. P.97-114.

44, Yue G. et al. Hypocellularity in myelodysplastic syndrome is an independent factor which
predicts a favorable outcome. // Leuk. Res. 2008. Vol. 32, N2 4. P. 553-558.

45, Della Porta M.G. et al. Clinical relevance of bone marrow fibrosis and CD34-positive cell
clusters in primary myelodysplastic syndromes. //J. Clin. Oncol. 2009. Vol. 27, N2 5. P. 754-762.

46. Orazi A. et al. Hypoplastic myelodysplastic syndromes can be distinguished from acquired
aplastic anemia by CD34 and PCNA immunostaining of bone marrow biopsy specimens. // Am. J.
Clin. Pathol. 1997. Vol. 107, N2 3. P. 268-274.

47. Verburgh E. et al. Additional prognostic value of bone marrow histology in patients
subclassified according to the International Prognostic Scoring System for myelodysplastic
syndromes. // J. Clin. Oncol. 2003. Vol. 21, N2 2. P. 273-282.

48. Alhan C. et al. High flow cytometric scores identify adverse prognostic subgroups within the
revised international prognostic scoring system for myelodysplastic syndromes. // Br. ]. Haematol.
2014. Vol. 167,N2 1. P. 100-109.

49. Alhan C. et al. Absence of aberrant myeloid progenitors by flow cytometry is associated with
favorable response to azacitidine in higher risk myelodysplastic syndromes // Cytom. Part B - Clin.
Cytom. Wiley-Liss Inc., 2014. Vol. 86, N2 3. P. 207-215.

50. Bardet V. et al. Multicentric study underlining the interest of adding CD5, CD7 and CD56
expression assessment to the flow cytometric Ogata score in myelodysplastic syndromes and
myelodysplastic/myeloproliferative neoplasms. // Haematologica. 2015. Vol. 100, N2 4. P. 472-478.

51. Porta M.G.D. et al. Multicenter validation of a reproducible flow cytometric score for the
diagnosis of low-grade myelodysplastic syndromes: Results of a European LeukemiaNET study //
Haematologica. 2012. Vol. 97, N2 8. P. 1209-1217.

52. Della Porta M.G. et al. Prognostic significance of reproducible immunophenotypic markers
of marrow dysplasia. // Haematologica. 2014. Vol. 99, N¢ 1. P. e8-10.

53. Kern W. et al. Clinical utility of multiparameter flow cytometry in the diagnosis of 1013
patients with suspected myelodysplastic syndrome: correlation to cytomorphology, cytogenetics,
and clinical data. // Cancer. 2010. Vol. 116, N2 19. P. 4549-4563.

54, Haferlach T. et al. Landscape of genetic lesions in 944 patients with myelodysplastic
syndromes // Leukemia. 2014. Vol. 28, N2 2. P. 241-247.

55.  Malcovati L. et al. SF3B1 mutation identifies a distinct subset of myelodysplastic syndrome
with ring sideroblasts // Blood. American Society of Hematology, 2015. Vol. 126, N2 2. P. 233-241.

56. Mallo M. et al. Response to lenalidomide in myelodysplastic syndromes with del(5q):
influence of cytogenetics and mutations. // Br. ]. Haematol. 2013. Vol. 162, N2 1. P. 74-86.

57. Ingram W. et al. The JAK2 V617F mutation identifies a subgroup of MDS patients with
isolated deletion 5q and a proliferative bone marrow. // Leukemia. 2006. Vol. 20, N2 7. P. 1319-1321.



58. Malcovati L., Rumi E., Cazzola M. Somatic mutations of calreticulin in myeloproliferative
neoplasms and myelodysplastic/myeloproliferative neoplasms // Haematologica. Ferrata Storti
Foundation, 2014. Vol. 99, N2 11. P. 1650-1652.

59. Savage S.A., Walsh M.F. Myelodysplastic Syndrome, Acute Myeloid Leukemia, and Cancer
Surveillance in Fanconi Anemia // Hematology/Oncology Clinics of North America. W.B. Saunders,
2018. Vol. 32, N2 4. P. 657-668.

60. Della Porta M.G. et al. Predictive factors for the outcome of allogeneic transplantation in
patients with myelodysplastic syndrome stratified according to the revised International
Prognostic Scoring System (IPSS-R). // Blood. 2014. P. 2333-2342.

61.  Axcenbpog B.A. et al. KnnHnueckoe 1Cronb30BaHue 3pUTPOILIUTCOAEPKAIINX KOMIIOHEHTOB
IIOHOPCKOIt KpoBu // Temartonorust u Tpancdysmonorusi. 2018. Vol. 63, N2 4. P. 372-435.

62. Bruzzone M.G. et al. CT and MRI of brain tumors // Quarterly Journal of Nuclear Medicine
and Molecular Imaging. 2012. Vol. 56, N2 2. P. 112-137.

63.  Greenberg P. et al. International scoring system for evaluating prognosis in myelodysplastic
syndromes. // Blood. 1997. Vol. 89, N2 6. P. 2079-2088.

64. Malcovati L. et al. Impact of the degree of anemia on the outcome of patients with
myelodysplastic syndrome and its integration into the WHO classification-based Prognostic
Scoring System (WPSS). // Haematologica. 2011. Vol. 96, N2 10. P. 1433—-1440.

65. Cheson B.D. et al. Clinical application and proposal for modification of the International
Working Group (IWG) response criteria in myelodysplasia. // Blood. 2006. Vol. 108, N2 2. P. 419-
425.

66. Hoeks M.P.A. et al. Impact of red blood cell transfusion strategies in haemato-oncological
patients: a systematic review and meta-analysis. // Br. ]. Haematol. 2017. Vol. 178, N2 1. P. 137-151.

67. Rose C. et al. Does iron chelation therapy improve survival in regularly transfused lower risk
MDS patients? A multicenter study by the GFM (Groupe Francophone des Myélodysplasies). //
Leuk. Res. 2010. Vol. 34, N2 7. P. 864-870.

68.  Neukirchen J. et al. Improved survival in MDS patients receiving iron chelation therapy - a
matched pair analysis of 188 patients from the Diisseldorf MDS registry. // Leuk. Res. 2012. Vol. 36,
Ne¢ 8. P. 1067-1070.

69.  Neukirchen J. et al. The impact of iron chelation therapy on clinical outcomes in realworld
lower-risk patients with myelodysplastic syndromes (MDS): results from the Dusseldorf registry. //
Haematologica. 2012. Vol. 97, N2 Supp.1. P. Abstract 144.

70. Komrokji R.S. et al. Impact of iron chelation therapy on overall survival and AML
transformation in lower risk MDS patients treated at the Moftt Cancer Center. // Blood. 2011. Vol.
118. P. Abstract 2776.

71.  Zeidan A.M. et al. Deferasirox therapy is associated with reduced mortality risk in a medicare
population with myelodysplastic syndromes // J. Comp. Eff. Res. Future Medicine Ltd., 2015. Vol. 4,
Ne 4. P. 327-340.

72.  Delforge M. et al. Adequate iron chelation therapy for at least six months improves survival
in transfusion-dependent patients with lower risk myelodysplastic syndromes. // Leuk. Res. 2014.
Vol. 38, N2 5. P. 557-563.

73.  Lyons R.M. et al. Relationship Between Chelation and Clinical Outcomes in 600 Lower-Risk
MDS Patients: Registry Analysis At 36 Months // Blood (ASH Annu. Meet. Abstr. 2012. Vol. 120, N
21. P. Abstract 1350.

74. Remacha A F. et al. Evolution of iron overload in patients with low-risk myelodysplastic
syndrome: iron chelation therapy and organ complications. // Ann. Hematol. 2015. Vol. 94, N2 5. P.
779-787.

75.  Park S. et al. Clinical effectiveness and safety of erythropoietin-stimulating agents for the
treatment of low- and intermediate-1-risk myelodysplastic syndrome: a systematic literature



review. // Br. ]. Haematol. 2019. Vol. 184, N¢ 2. P. 134-160.

76. Platzbecker U. et al. A phase 3 randomized placebo-controlled trial of darbepoetin alfa in
patients with anemia and lower-risk myelodysplastic syndromes // Leukemia. Nature Publishing
Group, 2017. Vol. 31, N2 9. P. 1944-1950.

77. Park S. et al. Efficacy and safety of darbepoetin alpha in patients with myelodysplastic
syndromes: a systematic review and meta-analysis // Br. ]. Haematol. Blackwell Publishing Ltd,
2016.Vol. 174, N2 5. P. 730-747.

78. Hellstrom-Lindberg E. et al. Treatment of anemia in myelodysplastic syndromes with
granulocyte colony-stimulating factor plus erythropoietin: results from a randomized phase II
study and long-term follow-up of 71 patients. // Blood. 1998. Vol. 92, N2 1. P. 68-75.

79. Jadersten M. et al. Erythropoietin and granulocyte-colony stimulating factor treatment
associated with improved survival in myelodysplastic syndrome // J. Clin. Oncol. 2008. Vol. 26, N¢
21.P. 3607-3613.

80. Park S. et al. Predictive factors of response and survival in myelodysplastic syndrome treated
with erythropoietin and G-CSF: The GFM experience // Blood. American Society of Hematology,
2008.Vol. 111, N2 2. P. 574-582.

81. Greenberg P.L. et al. A randomized controlled trial of romiplostim in patients with low- or
intermediate-risk myelodysplastic syndrome receiving decitabine. // Leuk. Lymphoma. 2013. Vol.
54,N¢ 2. P. 321-328.

82. Kantarjian H. et al. Safety and efficacy of romiplostim in patients with lower-risk
myelodysplastic syndrome and thrombocytopenia. //J. Clin. Oncol. 2010. Vol. 28, N2 3. P. 437-444.

83.  Kantarjian H.M. et al. Phase 2 study of romiplostim in patients with low- or intermediate-
risk myelodysplastic syndrome receiving azacitidine therapy. // Blood. 2010. Vol. 116, N2 17. P.
3163-3170.

84. Sekeres M.A. et al. Subcutaneous or intravenous administration of romiplostim in
thrombocytopenic patients with lower risk myelodysplastic syndromes. // Cancer. 2011. Vol. 117, N¢
5.P.992-1000.

85. Giagounidis A. et al. Results of a randomized, double-blind study of romiplostim versus
placebo in patients with low/intermediate-1-risk myelodysplastic syndrome and
thrombocytopenia. // Cancer. 2014. Vol. 120, N2 12. P. 1838-1846.

86. Oliva E.N. et al. Eltrombopag for the Treatment of Thrombocytopenia of Low and
Intermediate-1 IPSS Risk Myelodysplastic Syndromes: Interim Results on Efficacy, Safety and
Quality of Life of an International, Multicenter Prospective, Randomized, Trial // Blood. 2015. Vol.
126, N¢ 23.

87. Oliva E.N. et al. Eltrombopag versus placebo for low-risk myelodysplastic syndromes with
thrombocytopenia (EQoL-MDS): phase 1 results of a single-blind, randomised, controlled, phase 2
superiority trial. // Lancet. Haematol. 2017. Vol. 4, N2 3. P. e127-e136.

88. Khan M. et al. Efficacy and Safety of Eltrombopag for Treatment of Patients with
Myelodysplastic Syndromes after Hypomethylating-Agent Failure: A Phase 2 Clinical Trial //
Blood. 2015. Vol. 126, N2 23.

89.  Mittelman M. et al. Eltrombopag for advanced myelodysplastic syndromes or acute myeloid
leukaemia and severe thrombocytopenia (ASPIRE): a randomised, placebo-controlled, phase 2
trial. // Lancet. Haematol. 2018. Vol. 5, N2 1. P. e34—e43.

90. Stahl M. et al. Use of Immunosuppressive therapy for management of myelodysplastic
syndromes: a systematic review and meta-analysis. // Haematologica. 2019.

91. ListA. et al. Lenalidomide in the myelodysplastic syndrome with chromosome 5q deletion. //
N. Engl. J. Med. 2006. Vol. 355, N2 14. P. 1456—-1465.

92.  Fenaux P. et al. Efficacy of azacitidine compared with that of conventional care regimens in
the treatment of higher-risk myelodysplastic syndromes: a randomised, open-label, phase III study



// Lancet Oncol. 2009. Vol. 10, N2 3. P. 223-232.

93. Kantarjlan H. et al. Decitabine improves patient outcomes in myelodysplastic syndromes:
Results of a phase III randomized study // Cancer. 2006. Vol. 106, N2 8. P. 1794-1803.

94. Silverman L.R. et al. Randomized controlled trial of azacitidine in patients with the
myelodysplastic syndrome: A study of the cancer and leukemia group B //]. Clin. Oncol. 2002. Vol.
20, N2 10. P. 2429-2440.

95.  Kantarjian H. et al. Results of a randomized study of 3 schedules of low-dose decitabine in
higher-risk myelodysplastic syndrome and chronic myelomonocytic leukemia // Blood. 2007. Vol.
109, N¢ 1. P. 52-57.

96. Pan T. et al. Addition of histone deacetylase inhibitors does not improve prognosis in
patients with myelodysplastic syndrome and acute myeloid leukemia compared with
hypomethylating agents alone: A systematic review and meta-analysis of seven prospective cohort
studies // Leuk. Res. Elsevier Ltd, 2018. Vol. 71. P. 13-24.

97.  Ye L. et al. Decitabine priming prior to low-dose chemotherapy improves patient outcomes
in myelodysplastic syndromes-RAEB: a retrospective analysis vs. chemotherapy alone // J. Cancer
Res. Clin. Oncol. Springer Verlag, 2017. Vol. 143, N2 5. P. 873-882.

98. Ye X.-N. et al. Epigenetic priming with decitabine followed by low-dose
idarubicin/cytarabine has an increased anti-leukemic effect compared to traditional chemotherapy
in high-risk myeloid neoplasms. // Leuk. Lymphoma. 2016. Vol. 57, N2 6. P. 1311-1318.

99. KoxHo A.B., IlapoBuunmukoBa E.H., CaBuenko B.I. IIpOTOKON COYETaHHOrO MPUMEHEHMUSI
TUITOMEeTMIMPYIOIIMX TPEernapaToB € HM3KOLO3HON mMoinuxumuorepanueit y 6ompHbIx MIAC u3
IpyInbl BeicOKOTo pucka, OMJI n3 MIAC, MAC/OMJI nowie amiactuueckoi anemuu, M C/OMII
rocjie JIyueBOi ¥ I[MTOCTaTMUeCKOi Tepamuy IO TOBOAY ApPYroro 3abosieBaH // AJTOPUTMbI
IVATHOCTMKYM U TIPOTOKOJIbI JIeUeHMsI 3abomeBaHmii cucrteMmbl KpoBu. HMUILL Temartonorunu. Ilonm
pen. B.I. CaBuenko. 2018. P. 829-840.

100. Visani G. et al. Low dose Ara-C for myelodysplastic syndromes: Is it still a current therapy? //
Leukemia and Lymphoma. 2004. Vol. 45, N2 8. P. 1531-1538.

101. Estey E.H. et al. Comparison of idarubicin + ara-C-, fludarabine + ara-C-, and topotecan +
ara-C-based regimens in treatment of newly diagnosed acute myeloid leukemia, refractory anemia
with excess blasts in transformation, or refractory anemia with excess blasts. // Blood. 2001. Vol.
98, N2 13. P. 3575-3583.

102. Robak T. et al. Efficacy and toxicity of low-dose melphalan in myelodysplastic syndromes
and acute myeloid leukemia with multilineage dysplasia. // Neoplasma. 2003. Vol. 50, N2 3. P. 172-
175.

103. Omoto E. et al. Low-dose melphalan for treatment of high-risk myelodysplastic syndromes.
// Leukemia. 1996. Vol. 10, N2 4. P. 609-614.

104. Oliansky D.M. et al. The Role of Cytotoxic Therapy with Hematopoietic Stem Cell
Transplantation in the Therapy of Myelodysplastic Syndromes: An Evidence-Based Review //
Biology of Blood and Marrow Transplantation. Elsevier Inc., 2009. Vol. 15, N2 2. P. 137-172.

105.  Sorror M.L. et al. Hematopoietic cell transplantation (HCT)-specific comorbidity index: a
new tool for risk assessment before allogeneic HCT. // Blood. 2005. Vol. 106, N2 8. P. 2912-29109.

106. Hilarius D.L. et al. Chemotherapy-induced nausea and vomiting in daily clinical practice: a
community hospital-based study. // Support. Care Cancer. 2012. Vol. 20, N2 1. P. 107-117.

107.  Belay Y., Yirdaw K., Enawgaw B. Tumor Lysis Syndrome in Patients with Hematological
Malignancies // Journal of Oncology. Hindawi Limited, 2017. Vol. 2017.

108. Averbuch D. et al. Targeted therapy against multi-resistant bacteria in leukemic and
hematopoietic stem cell transplant recipients: Guidelines of the 4th European conference on
Infections in Leukemia (ECIL-4, 2011) // Haematologica. 2013. Vol. 98, N2 12. P. 1836—-1847.



109. Heinz W.]. et al. Diagnosis and empirical treatment of fever of unknown origin (FUO) in
adult neutropenic patients: guidelines of the Infectious Diseases Working Party (AGIHO) of the
German Society of Hematology and Medical Oncology (DGHO) // Annals of Hematology. Springer
Verlag, 2017. Vol. 96, N2 11. P. 1775-1792.

110. Loth K. et al. Infectious Complications Associated with the Use of Antithymocyte Globulin in
Reduced Intensity Allogeneic Transplants // Antithymocyte Globul. Reduc. Intensity Allogeneic
Transplants. Chemother. 2012. Vol. 2012, N2 4. P. 106.

111. Alkharabsheh O.A. et al. Frequency of venous thrombotic events in patients with
myelodysplastic syndrome and 5q deletion syndrome during lenalidomide therapy. // Ann.
Hematol. 2019. Vol. 98, N2 2. P. 331-337.

112. Stanworth S.]. et al. Platelet refractoriness--practical approaches and ongoing dilemmas in
patient management. // Br. ]J. Haematol. 2015. Vol. 171, N2 3. P. 297-305.

113.  Weisdorf S.A. et al. Positive effect of prophylactic total parenteral nutrition on long-term
outcome of bone marrow transplantation. / Transplantation. 1987. Vol. 43, N¢ 6. P. 833-838.

114. Arends J. et al. ESPEN guidelines on nutrition in cancer patients // Clin. Nutr. Churchill
Livingstone, 2017. Vol. 36, N2 1. P. 11-48.

115. Bennardello F. et al. The prevention of adverse reactions to transfusions in patients with
haemoglobinopathies: A proposed algorithm // Blood Transfus. 2013. Vol. 11, N2 3. P. 377-384.

116. Bourgeois E. et al. Role of splenectomy in the treatment of myelodysplastic syndromes with
peripheral thrombocytopenia: a report on six cases. // Leukemia. 2001. Vol. 15, N2 6. P. 950-953.

117. Paul K.L. Rehabilitation and exercise considerations in hematologic malignancies. // Am. J.
Phys. Med. Rehabil. 2011. Vol. 90, N2 5 Suppl 1. P. S88-94.

118. European Physical and Rehabilitation Medicine Bodies Alliance. White book on physical and
rehabilitation medicine in Europe (3th Edition): Chaper 1: Definition an conceps of PRM // Eur. J.
Phys. Rehabil. Med. 2018. Vol. 54, N2 2. P. 156—165.

119. Porta M. Della et al. Risk stratification based on both disease status and extra-hematologic
comorbidities in patients with myelodysplastic syndrome // Haematologica. 2011. Vol. 96, N2 3. P.
441-449.



L.

10.

11.

12.

13.

14.

IIpunoskeume Al. CocTaB padboueri rpyIinbl

AdanaceeB B.B., mpodeccop, O.M.H., 3acTykKeHHbII Bpau P®, mupekrtop Kmmuuku «HUN
IeTCKOJ OHKOJIOTMM, T€MATOJOTUM U TpaHCIviaHTosoruu um. P.M. Topb6auesoit» ®TBOY BO
«[TepBorit  CaHKT-IleTepOYyprckuii  rocymapCTBEHHBbIN MEOWIIMHCKUIA ~ YHUBEPCUTET WM.
akagemuka W.I1. TlaBnoBa» MuH3apaBa Poccuu, 3aBeayronuii remaToaoruu, Tpancdysmnonoruu
M TPAHCIUIAHTOJIOrUM (aKyiabTeTa MOCAeIUIIOMHOTO o6pasoBaHus OI'BOY BO «IlepBblii
CankT-ITeTepOyprckuii TOCyJapCTBEHHbI MEAVIIMHCKUI YHUBEPCUTET UM. akagemmka U.IT.
ITaBnoBa» Mwun3gpaBa Poccunm, uineH HallMoHAJIbHOTO reMaTOJOTMUECKOro OOINecTBa, UjieH
EBMT.

.BaiitkoB B.B., n.M.H., mpodeccop Kadeapbl IMATOJIOTMUYECKON aHATOMMUM, 3aBeTYIOUIMIA

nabopatopueit maromopdonorum HUNM neTcKkoii OHKOIOTHM, TeMAaTOJIOIMM U TPaHCIIAaHTOIOI M
um. P.M. Top6aueBoiti, ®I'BOY BO «IlepBbiit CaHKT-IleTepOyprckumii rocymapCTBEHHBIN
MEeIVLVHCKUIT YHUBepCUTeT uM. akagemuka W.II. IlaBmoBa» MwuH3gpaBa Poccum, uneH
Poccuiickoro obmrecTBa 11aTOJI0TOaHAaTOMOB, YyjieH HaunonanbHOTO obmrecTBa
OHKOTeMaToJIoroB, wieH EBpomerickoro o6mectsa martonmoroB (ESP), wien Espomeiicko-
AMepHrKaHCKOM accoumalyuy reMaTonaToa0rOB.

.I'punaes C.B., [.M.H.,, DIaBHBI/I HAy4YHbIII COTPYLHMUK OTHENEHMUSI XUMUOTEpAIIUU

reMo0/1aCTO30B, [eIpeccuili KpOBETBOPEHMS ¥ TpaHCIUIAaHTalMM KOCTHOro Mosra OI'BY
«Poccuiickuit HayqHO-UCCIeN0BaTeNbCKUIE MHCTUTYT reMaTosnoruu u tpancdysmonorum» G®MBA
Poccum, uyten HaloHa/IbHOTO reMaToJIOTMYeCKOoro o6IecTsa.

.dBupHbpik B.H., K.M.H., 3aBeAywoilasi LEHTPAJIM30BAHHON KJIMHUKO-AMArHOCTUUECKON

nabopatopueit ®IBY «IemMaTOJOrMYeCKMii HayuHbI IleHTp» MwuH3OpaBa Poccuu, uieH
HalyoHalIbHOTO reMaToIOrMuecKoro 061IecTBa.

.Adyouna T.A., K.M.H., crapmmnii HayuyHblli COTPygHUK [BY3 «MOCKOBCKMI KIMHUYECKUIA

HayuHbli 1eHTp uM. A.C. JlormHoBa [I3M», wieH HalnyoOHAJbHOIO TIe€MaTOJIOIMYECKOTO
o6I1ecTBa.

. KoBpuruna A.M., n.M.H., npodeccop, 3aBenytomuit gaboparopuu OIBY «T'emaTomormveckuit

HaYy4HBI 1IeHTp» MuH3apasa Poccun, uieH Poccuiickoro o6ImecTBa MmaTojJ0oroaHaTOMOB, WieH
HaiionanbHOTo 0611[eCcTBa OHKOTeMaToJIOroB, uieH EBporeiickoro obimectsa maToaoros (ESP),
uyseH EBporeiicko-AMepMKaHCKOM accoiualuy reMaToInaToI0rOB.

.KoucrantuoBa T.C., K.M.H., 3aBeayiomuii OG6GIaCTHBIM TIeMaTOJOTMYECKUM II€HTPOM

CBepmJIoBCKOJ  06/IaCTHOM — KIMHMYECKOH OombHMIBI  N° 1, wuwiren HamnmuoHa/JIbHOIO
reMaToJIOTMYeCcKOro oo1ecTsa.

.KoxHo A.B., K.M.H., BeAyIuii HayYHbIi COTPYIHUK OTOENEeHNUSI XMMUOTEPAIINy reMo6/IacTO30B

u genpeccuii KpoBetBopeHus OI'BY «l'ematosmornueckmii HaydHbIil LeHTp» MuH3gpaBa Poccun,
yieH HalmoHaIbHOTO TeMaTONIOTMUeCKOTo 001IecTsa.

.Kysbmumua JI.LA., K.M.H., 3aBeOywoIIMii OTHOeJeHUsS BbICOKOJO3HON XMMMOTEpanuu u

TpaHCIIaHTaUuM KocTHOro mMosra ®I'BY «l'ematosiornueckuii Hay4dHbIVi 1eHTp» MuMH3IpaBa
Poccun, unen HaloHa/IbHOTO reMaToJIOTMYeCKOro O6IIecTBa.

Mopo3sosa E.B., K.M.H., pyKOBOAUTEJIb OTHEe/a OHKOJIOTUM, TeMaTOJIOTUM M TPAHCIIAaHTOIOTUN
HUW OOTuT um P.M. Top6aueBoii , moueHT Kadenpbl remMaToJOruy, TPaHCHY3UOJOTUU U
tTpaHciutaHTonoruu  ®IBOY  BO  «IlepBbiiit  CaHKT-IleTepOyprckuii  rocygapCTBEHHBIN
MeOUIIMHCKUIA yHUBepcuTeT uM. akagemuka HW.II. TlaBmoBa Mwun3gpaBa Poccum, uieH
Ha1oHa/IbHOTO reMaToI0TMYeCKOro O6IecTBa.

Oo6yxoBa T.H., K.M.H., 3aBeAyIONINiI HAYYHO-KIMHMUECKOI jabopaTopum Kapuonoruu OI'BY
«['emaTonormueckuii HayuyHblli 1UeHTp» MwuH3apaBa Poccum, wieH HaumoHanbHOTO
reMaToJIOTUUeCcKOro ob1ecTna.

ITapoBnunmnkoBa E.H., 1.M.H., pyKOBOAMUTEIb HAYYHO-KIMHUUECKOTO OTHeNa BbICOKOAO3HOI
XMMMOTepaIuy reMo61acTO30B ¥ TPaHCIIAHTAIMM KOCTHOTO Mo3ra ®I'BY «eMaTosornyueckmii
Hay4HBI LeHTp» MuH3gpaBa Poccunu, wieH HalMoOHaJbHOIO reMaTOJOTMUECKOro OOIIecTBa,
9KcrepT EBpOIeicKoii TPYIIbI MO M3YYEHUIO OCTPbIX JMMMOOGIACTHBIX JIEKO30B B3POCIbIX
(EWGAALL).

CaBuenko B.I., akagemuk, mpodeccop, MO.M.H., TeHepaJbHblIii ngupektop @IBY
«[eMaTonOTMUeCKUiT HAY4YHBIN LIeHTp» MuH3gpaBa Poccum, mipencenatenb HabimogaTeabHOTO
coBeTa HaloHaabHOTO reMaToJI0TMYecKoro ooiecTsa, wied ASH.

CamoiiioBa O0.C., K.M.H., 3aBefywIIuii remarojornyeckum otgenenmem I[BY3 HO
«Hmwkeropoackass objacTHasg KIMHMYecKass OonpHMIla wuM. H.A.  Cemamko», WieH
HalyoHa/lIbHOIO reMaTOIOrMUeCcKOro 00IIeCcTBa.



15. CemoukuH C.B., 1.M.H., pyKOBOAUTENb YHUBEPCUTETCKON KIVMHUKYU T€MATOIOTUM, TTpodeccop
Kadenpbl OHKOJMOTMM TemMatosioruu U JiyueBoii Tepamum @OIBOY BO  «Poccuiickumii
HaALlMOHAJIBHBIM MeAUIIMHCKUI UcCCaeloBaTenbCckuii  yHuBepcuter um. H.U. Tluporosa»
MunusgpaBa Poccum, uneH  HaiuoHajqbHOTO  reMaTOJOTMYecKoro  oOIlecTBa, uieH
HamyonanbHOro o6miecTBa [JeTCKMX TeMaToJOTOB ¥ OHKOJOTOB, wieH HalMoHaabHOTO
0011eCcTBa OHKOJIOTOB ¥ reMaTo/I0ToB, uieH EACR.

16. Tpounkass B.B., K.M.H., 3aBeAylolnii HAayYHO-KIMHUYECKMUM OTAEJIeHNEeM XUMUOTepanuun
remMo6y1acTo30B U Jernpeccuii KpoBetBopeHuss OIBY «[eMaToJOTMUYECKMIi HAYUHbIN LIEHTP»
Munsgpasa Poccrn, uien HaryoHabHOIO reMaToIorMuecKoro obIiecTsa.

17. IllaToxuu 10.B., m.M.H., mpodeccop, 3aBemyrommii Kabheapoi reMaToJIoOrUy U TpaHChy3MOTOTUN
OIIK wm IIIIC PoOCTOBCKOTO TIOCYAApPCTBEHHOTO MEIUIIMHCKOTO YHUBEPCUTETA, UIEH
HarmoHasbHOTO TeMaToIorMuecKoro ob1ecTsa.

18. lllmpun A.[., K.M.H., crapuuii HaydHbiii OI'BY «Poccuiickuii OHKOJIOTUMYECKUI HAy4dHbIN
ueHtp» uMm. H.H. BnoxmHa MwunsppaBa Poccum, unen HaluuoHa/JbHOTO remaTo0rM4YeCcKoro
ob1iecTBa, uieH HalnoHaapbHOTO 06I1IeCTBa OHKOJIOTOB 1 T€MaTOIOTOB.

BJ/10K 10 opraumsanuy MeaUIIMHCKO ITOMOIIIV:

1.TeBopkssH TurpaH l'arukoBuu, 3amectuTenb aupekropa HUM KO3P ®I'BY «HMUII oHKoMOrMM
um. H.H. BioxmnHa», IMIaBHbINA CIeIMaanCcT-0OHKOI0T MOCKOBCKOI 06/1aCTH.

2.BanoB Cepreit AuaTonbeBud4, A.M.H., mpod. PAH, aupexkrop MPHII um. A.®. Ilpiba —
bunmmana OTBY «<HMUL] pagmonorum» Mua3npasa Poccum.

3. HeBonbCcKMX AJjtekceit AjieKceeBUY, II.M.H., 3aMeCTUTEeIb OMPEKTOpa II0 JIeuebHoil pabore
MPHII M. A.®. LIp16a — punmana ®I'bY «<HMULI pagnonorun» Munsapasa Poccun.

4. XainoBa JXanHa BnagumupoBHa, K.M.H., 3aMeCTUTEIb OMPEKTOpa IO OpPTaHMU3alMOHHO-
Mertomuueckoii pa6ore MPHI mm. A.®. Ipiba - dmwmana OI'BY «HMMUIL paguonorum»
Mwun3gpasa Poccun.

KoHQIMKT MHTEpecoB: aBTOPHI He UMeIOT KOHGIMKTA MHTEPECOoB.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMUX peKOMeHaauumn

IleneBass ayguTOpUs JAaHHBIX KIIMHNYECKUX PEKOMEHAATIIA:

e BpauM-reMaToJIOTH;
® BpauylM-OHKOJIOTH;

* Bpaul-TepareBThl;

* BpauylM-aHeCTe3MOJNIOTH-PeaHMaTONOTH;
* Bpau-KIMHNYECKVe (papMaKoIoTH.

PeiiTHrOoBas cxema JAJisi OIl€eHKU YPOBHS JOCTOBEPHOCTU JOKA3aTE/IbCTB

Illkana oeHKM YPOBHEN JOCTOBEPHOCTHU AoKa3arTeabcTB (V) Aasi MeTOo0B AMarHOCTUKU
(DMarHoCTMYEeCKMX BMeNIaTe/IbCTB)

vaan Pacundposka

1 CuctemaTnyeckme 0630pbl  MCCNeAOBaHWA € KOHTPOJEM  pedepeHCHbIM  MeToAOM WAW  cucTemaTudeckuin  o63op
PaHAOMMU3NPOBaHHBIX KIMHUYECKUX nccnegosanmnii (KW) ¢ npumeHeHnem MeTaaHanusa

2 OTAenbHbIE UCCNEA0BAHUS C KOHTPONEM pedepeHCHbIM METOAOM MU OTAE/bHbIE paHAOMU3MPOBaHHbIE KN 1 cuctemaTnyeckue
0630pbl UCCNef0BaHUI M0BOro An3aitHa, 3a UCKIIOYEHUEM paHAOMU3NPOBaHHbIX KW, C NpUMeHeHWeM MeTaaHanusa

3 WccneposaHusa 6e3 nocneaoBaTenbHOrO KOHTPONS pedepeHCHbIM MeTOAOM WAN UCCNefoBaHus C pedepeHCHbIM MEeTOAOM, He
ABAAWUMCA HE3AaBNCUMbBIM OT UCCIeAYEMOro MeToaa Ui HepaHAOMU3UPOBaHHbIE CPaBHUTE/IbHbIE UCCNIEA0BAHUA, B TOM Yucne
— KOropTHble nccnenoBaHus

4 HecpaBHuTeNbHbIE CCNEN0BaHUS, ONUCAHNE KIIMHUYECKOro cnyYas

5 MMeeTcsa nuwb 060CHOBaHUe MexaHu3Ma ,Cl,eﬁCTBVIﬂ WU MHEHWNE 3KCNepToB

Illkana OmeHKM YPOBHEI JOCTOBEPHOCTU AOKA3aTeIbCTB [JII METOAOB NMPOMMIAKTUKHU,
JedeHUs1 U peabmwautanum (IPOOUIAKTUYECKUX, J€YeOHbIX, pPeadMINTAIMOHHBIX
BMeLIaTeIbCTB)

yvan Pacwudposka

1 CuctemaTmyeckuin 0630p PaHAOMU3UPOBAHHbIX KW ¢ npUMeHeHMEeM MeTaaHannsa

2 OTAenbHble paHAoMU3MpoBaHHble KW 1 cucTemaTuyeckme 0630pbl  MCCnefoBaHUii noboro AvsaiHa, 3a UCKIYeHUeM
panaoMusnpoBaHHbIX KW, ¢ npuMeHeHneM mMeTaaHanusa

3 HepaH,ElOMVISl/IpOBaHHbIe CpaBHUTENbHbIE NCCNEA0BaHNA, B TOM YNC/E KOrFOPTHbIE NCCNen0BaHUA
4 HeCpaBHVITeI'IbeIe nccnenoBaHusa, onucaHne KIIMHMYECKOro criydas unn cepumn cny4dyaes, nccneaosaHus <<CI'Iy‘-IaI‘;I—KOHTp0}'Ib>>
5 NmeeTcs nuwb 060CHOBaHME MexaHW3Ma AeNCTBUS BMeLLaTeNbCTBa (AOKIMHUYECKNE UCCEA0BaHUS) NN MHEHWE DKCMepToB

Illkana oOUeHKM YpoOBHell yOemsuTenbHOCTHM peromeHpganuii (YYP) nass MeTonmos
npodWIakTUKYM, [UMArHOCTUKM, JiedeHusi U peadwmranuu (MPOPUMIaKTUUECKUX,
JVAarHOCTUYECKUX, JIeUeOHBIX, PeaOVINTALIVIOHHBIX BMEIIATeIbCTB)

Yyp Pacwudposka

A CunbHasi pekoMeHzauusi (Bce paccMaTpuBaeMmble KpUTepun 3MAHEKTUBHOCTU (MCXOAbI) SBASIOTCS BaXHbIMU, BCe
nccnefoBaHus VMEeT BbICOKOE WAV YAOBNETBOPUTENIbHOE METOA0I0rMYEcKoe KauecTBo, UX BbIBOAbI MO MHTEPECYoWnUM
MCcXoAaM SIBAISIKOTCSA COrNacoBaHHbIMU)

B YcnoBHas pekoMeHaauums (He Bce paccMaTpvBaeMble KpUTepumn 3pheKTUBHOCTU (MCXOAbl) SIBASIOTCS BaXKHbIMU, HE BCe
nccnenoBaHUa MMEKT BbICOKOE WAUM yAOBNETBOPUTE/IbHOE METOA0N0rMvYeckoe KadecTtBo VI/VIJ'IVI MUX BbIBOAbI MO
WHTEPECYLWMNM ncxoaamM He ABATCA COI’ﬂaCOBaHHbIMVI)

C Cnabas pekoMeHaauus (OTCyTCTBME [oOKasaTeNbCTB Haj/exallero kadectsa (BCe paccMaTpuBaeMble KpuTepuu
3hPeKTUBHOCTU (MCXOAbI) SBASIOTCS HEBAXHbBIMU, BCE UCCNEA0BaHNUS UMEIOT HU3KOE METOAO/IOMMYECKOe KayecTBO U X
BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM HE SBSIOTCS COracoBaHHbIMM)

MeTonmonorusi Baauanusanuy peKoMeHaauuni
MeTozpbl Banuau3auumu peKOMeHIaluii:

¢ BHEIIHS SKCIIePTHAas OLl€HKa;
® BHYTPEHHAA SKCIIepTHas OLl€HKa.

OnmcaHve MEeTOAVUKY BaJIMAM3AIUN PeKOMEeHIaIit

Hacrosiye pekomeHAalMu B IpeaBapUTEIbHOM Bepcuy ObUIM pelleH3UPOBAaHbI HEe3aBUCUMbIMU
9KCIIepTaMM,  KOTOPbIX  IIOMPOCIWJIM  IPOKOMMEHTMPOBATh,  HACKOJIBKO  KauyeCTBEHHO
MHTEPIIPETUPOBAHbI JOKa3aTeJbCTBA M pa3paboTaHbl pekoMeHpanuyu. Takke Oblia MpoBemeHa
9KCIIePTHAS OIl€HKA M3JIOKEHMS] peKOMEHIAINIA 1 UX OOCTYITHOCTY JJIST TTIOHMMAaHMSI.



Hpe,uBapMTeanaﬂ BepcCusa peKOMEH,Z[aLU/[ﬁ mpeancCTraBjdlaCb U o6cy>{<nanac13 Ha 3acedJaHunun
SKCHepTHOI‘O coBeTa IO TremaTo/Jormm M HAYYHbIX KOHClJeIJEHLU/IHX HaunonanbHOTO
remMaTo/JIOrM4ecKoro 06H.[eCTBa.

PexkomeHmammm 00CYKIeHbI 1 OF0OPEHbI BEIYIIMMHI CIIeIMaTMCTaMy TPOoOIbHBIX DemepaabHbIX
LIEHTPOB P® 1 MpakTMUeCKMMY BpayaMu.

OKoHuaTe/bHasA pegaKIus

s OKOHUATeNTbHON pemaKuMu ¥ KOHTPOJSI KauecTBa pEeKOMeHAAIMM ObUIM IMOBTOPHO
MIPOAaHA/IM3MPOBAHbI WIEHAMM aBTOPCKOTO KOJIJIEKTMBA, KOTOPbIe NMPUIIN K 3aKII0YEeHUI0, YTO BCe
CylleCTBEHHble 3aMeyaHMss ¥ KOMMEHTapuyu SKCIIEPTOB IIPUHSATBI BO BHMMaHMe, PUCK
CUCTEMATUUECKUX OIMOOK Py pa3paboTKe CBeIeH K MUHUMYMY.

IMocnemHue M3MEHEHMS M OKOHYATeIbHAsI PelaKiys JaHHbIX PeKOMEeHAAINil ObLIM PacCMOTPEHbI
U yTBEPKIEeHbI Ha 3acefaHMy MYAbTUAMCUUTIMHAPHOTO DKCIIePTHOTO COBeTa MO reMaToJoTUM B
anpesie 2018 r.

IMopsimoK 0OHOBIEHNS KIVMHUYECKUX PEKOMEeH At

MexaHn3m 06HOBH€HI/I$I KIIMHNYeCKUX peKomeHnauMﬁ[ npeagycMaTpmBaeT MX CUCTEeMATUYECKYIO
aKTyaaM3anyio — He peske ueM OIMH pa3 B TPU roja Wiy IIPU TOSIBAeHUM HOBOM MHMOpMannm o
TaKTUKe BeleHMs IMalyeHTOB C JaHHbIM 3abojeBaHueM. PerieHyue 06 OGHOBAEHUM MPUHUMAET
MwuH3gpas Poccum  Ha  ocHOBe MpenjaoXKeHnii,  MPeACTaBJeHHbIX  MeAULVHCKUMMU
HEKOMMEPUYECKUMHM TpodecCcMOHaIbHBIMM opranmsanusamu. ChopMMUpOBaHHbBIE IPEIIOKEHUS
IO/DKHBI  YYMTHIBATh  Pe3yJabTaTbl KOMIIJIEKCHOJ  OLIEHKM JIeKapCTBEHHBIX IIperapaTos,
MeIVIIVHCKIUX U3IeJNiA, a TAaKKe pe3yIbTaThl KIMHMUECKOI arpobalinin.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

IIpunoxxenue A3.1. BapuaHThI KypCcOB MHAYKIUY ¥ KOHCOMMUAALN

Mporpamma Mpenapatbl
wHaykKumn/
KOHCoMMaauum
7+3(1) #LUnTapabun** 100 mMr/m2 B/B 2 pa3a B CyTKW B 1-7 AHW
o #[layHopy6uumn** 60 mr/m2 B/B 1 pa3 B AeHb B 1-3 AHW Uam
o #MuTokcaHTpoH** 10 Mr/mM2 B/B 1 pa3 B AeHb B 1-3 AHW unu
o #Wpapybuumn** 12 mr/m2 B/B 1 pas3 B AeHb B 1-3 AHu
7+3(2) #LlutapabuH** 200 Mr/mM2 B/B KPYrNOCYTOUHO B 1-7 AHK
o #[layHopy6uumH** 60 mr/mM2 B/B 1 pa3 B AieHb B 3-5 AHW UK
o #MuTOKCAHTPOH** 10 Mr/mM2 B/B 1 pa3 B AeHb B 3-5 AHW UK
o #Wpapybuumu** 12 mr/m2 B/B 1 pa3 B fieHb B 3-5 AHK
A3aunTUaNH** A3auUMTUANH** 75 Mr/mM2 7 aHeit, n/k 1 pa3 B AeHb, UHTepBan 21 AeHb
JdeuntabuH Oeuntabuu 20 Mr/mM2 B/B 5 AHeit, uHTepBan kaxable 28-35 aHeit
Aza-Ida-Ara-C A3auUTUANH** 75 Mr/M2 I'I/K 1 pas B fieHb, B 1-3 AaHKn
#Wpapybuumn** 3 Mr/m2 B/B CTPyWiHO, 1 pa3 B AeHb, B 4-10 AHK
#LluTapabuH** 10 Mr/m2 n/k 2 pasa B CyTkU, B 4— 17 AHU
Dac-Ida-Ara-C NeuntabuH 20 Mr/m2 B/B 1 pa3 B AeHb, 1-3 AHW
#WnapybuumH** 3 MI’/M B/B CTpyWHO, 1 pa3 B AeHb, B 4-10 AHK
#LlutapabuH** 10 Mr/mM2 n/k 2 pasa B cyTku, B 4-17 fHK
Manblie A03bl #UnTapabur** 10 mr/m2 n/k 2 pasa B cyTku 28 aHeit
#UunTtapabuHa**

BapuaHTBI KypcOB MOJAepP>KMBAIOIIEro JeUeHMsI

Mporpamma Mpenapar
5+ 6-MM (2) #LnTapabuH** 100 Mr/m2 B/B 2 pa3a B AeHb B 1-5 AHM, Un 50 Mr/M2 NoaKOXHO 2 pa3a B AeHb B 1-5 AHK
#MepkantonypuH** 60 Mr/m% B CyTK1 B 2 npueMa BHYTpb B 1-2 AHK
AzaunTuanH** AsaunTuanH** 75 mr/m2 7 aHeit, n/k vHTepBan 21-35 fgeHb
JeuntabuH NeuntabuH 20 Mr/mM2, 5 fHeit, B/B, HTepBan 28-35 aHeit
Aza-Ara-C AzaunTuanH** 75 Mr/M2 n/k 1 pas B aeHb, B 1-3 AHK
#LlutapabuH** 10 Mr/M2 n/k 2 pasa B CyTku € 4-ro no 10-17 auu
Dac-Ara-C HeunTtabuH 20 Mr/m? B/B 1 pa3 B AeHb, B 1-3 AHK
#LUnTapabur** 10 mr/m2 n/k 2 pasa B cyTku C 4-ro no 10-17 axn
Manble A03bl #LuTapabuH** 10 Mr/m2 n/k 2 pasa B cyTku 21-28 aHeit
#UntapabuHa**

IIpunoskenme A3.2. Pekomenganyuu no HazHaueHnio IIICII

Mpenapatsbl CraproBble go3bi 3MCN Mpu otcytrctBun sddekra* uepes 6-8 Hepenb
yaBausatoT go3sy 3MCMN u/munm po6asnsaiot N-KCP 300
MKr B Hepento
#3N03TUH anba** 150 en./xr 3 pasa B Heaento 300 ea./kr 3 pasa B Heaeno
40000 ea. 1 pa3 B Hegento 60000 ea. 1 pa3 B Hepenwo
#3n03TnH beTa** 150 ea./kr 3 pasa B Hezeno 300 en./kr 3 pasa B Heaenwo
30000 ea. 1 pa3 B Hegeno 60000 ea. 1 pa3 B Hegenwo
#[ap63n03TuH 150 mkr (2,25 mkr/kr) 1 pa3 B Heaento 300 mkr (4,5 Mkr/kr) 1 pa3 B Hezento
anbga** 500 mkr (6,75 mMkr/kr) 1 pas B [lo3y He yBennymnsawoT
3 Hepenun

*Hem nosviuieHus yposHs Hb >10 2/n u/unu cHuxeHus 3a8ucumMocmu om 2eMompaHcysui.
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IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

Muenomucriactuyeckue cuHapoMbl (MIIC) — 9TO rpymma pasjauMyHbIX 3a00/ieBaHMii KOCTHOTO
mosra (KM), mposiBiasmomuxcsi B ToM, uTo KM He BbIpabaThIBaeT MOCTATOYHOTO KOJIMYECTBA
3I0POBBIX KJIETOK KpoBM. MIIC 4acTO Ha3bIBAIOT «O0OTIE3HbIO HEJOCTATOUHOCTM KOCTHOTO MO3Tax.
MJIC cTpafaioT rIIaBHbIM 00Pa30M MOKWIIbIE JTIOIM (BO3PACT OOJBIIMHCTBA MAI[MEHTOB MPEeBbINIAeT
65 51eT), OMHAKO U cpeny aul] Mososke 40 JieT BO3MOXKHO BbISIBJIEHME 3TOT0 3a6071eBaHusI.

OcHoBHbIMM Npu3HakaMy MJIC sBisieTCsS UUTOMEHMS — 5TO CHIDKeHMeE KOJIMYeCTBa SPUTPOLUTOB
U TeMOTIOOMHA, JIIKOLIMTOB ¥ TPOMOOIIMTOB; TTOMMMO HM3KOTO KOJIMYECTBA KJIETOK KDPOBH,
3pesble KIETKM KpPOBM, LMUPKYJIMPYIOIIME B CHUCTeMe KPOBOOOpAIlleHMsl, MOTYT HeIpaBUIbHO
(yHKIIMOHMpPOBAaTh M3-3a TaK HasbiBaeMoii mucruiasuu. Hecmorpst Ha TO, uto MIC — 31O He
CUHJPOM, a 60/e3Hb, 1 Iaske IpyIa 3aboeBaHMii, 0603HaUEHME «CUHAPOM» [0 CUX II0P OCTAEeTCs
B CcuIe.

OCHOBHBIMM TUIIAMMU LIUTOIIEHUI SIBJISIIOTCS :

1. AHeMMsI — CHIDKEHHOe COJep)KaHMe S3PUTPOLUUTOB B 1 MK KpPOBM, HO yvallle MCIOJIb3YIOT
rapaMeTpbl reMOIVIOOMHA Y TAI[MeHTOB IPOSBIEHUSIMY aHEMUU SIBJISIIOTCS 6J1€IHOCTh KOXKHbBIX
IOKPOBOB,  CIab0OCTb, IIOBBINIEHHASI  YTOMJ/ISIEMOCTb, COHJIMBOCTH, TOJIOBOKDYKEHNE,
cepaiie6ueHe, OAbBIINIKA, KaK B II0KOe, TaK M Mpu GU3MUecKoil Harpyske. s Kaxkmoro
MaryeHTa CyIeCcTBYeT CBOE, ITOPOrOBOE 3HAUEeHMEe TeMOIIOOMHA, NPV KOTOPOM HauMHAIOT
TIOSIBJISITBCST M YCMIIMBATBCS JAaHHbIE CMMIITOMBI, KOTOPBIE 3aCTaBJISIIOT 0OPATUTHCS K Bpauy U B
IanbHeNIeM MOMOTal0T OLleH/BATh COCTOSTHME TTalleHTa.

2.JleiikomieHNsI — HU3KOEe cofep>kaHue JIEMKOUUTOB B 1 MK KpoBU. CHIDKEHMe IloKasaTesiei
JIEMKOLMTOB U HEWTPOPWIOB, a TaKke HapylleHuMe uX (YHKIMM HE CKa3bIBAETCS Ha OOIEeM
CaMOYYBCTBUM TIallM€HTOB, OJHAKO TMPUBOAUT K YBEIMUEHMUIO YacTOThl MHGEKIMOHHBIX
OCJIOKHEHUA.

3. TpOMOOLIUTOTIEHMST — HU3KOE COJepyKaHue TPOMOOLUMTOB B 1 MKJI KPOBM; Yy TAIM€HTOB C
TPOMOOIMTOIIEHME! HEPEAKO BbISIBJIIETCS TeMOpparnuecKuii CMHIPOM (TIOSIBIEHE Ha KOXe U
CIM3UCTBIX KPACHBIX MSTEH-TeMOopparuii, KpOBOTOUMBOCTh JeCeH, yallle BO BpeMsl IIpOBeIeHMs
TUTMeHNYeCKMX Mpoleayp, KPOBOTeUeHMS U3 HOCA, KeTyA0UHO-KUIIeYHOro TpakTa U T. A.). C
Y4eTOM HapymIeHHO! GYHKIWM TPOMOOIIMTOB 3T IIPOSIBJIEHMSI MOTYT OBITH IIPM YPOBHE
TpoM6ouMTOB >20%10%/71, ONHAKO Yallle OHM BCTPEYAIOTCS ITPY TTOKasaTensix MeHee 20x10%/71.

Onsa puarHoctuky MIC HeoOXOAMMO BBIIIOJIHUTh MccaemoBaHue KpoBu, KM ¢ ompepeneHuem
0COOEHHOCTEl KapuoTuia (OIpeaenuTh — eCTh MOJOMKM XPOMOCOM MJIM HET), a TaKKe IPOBeCTU
TIOJTHOE TepareBTUYeCKoe 00C/IefAoBaHKe. JTO TIOMOXET Bpauyy MOATBEPOUTH HaIM4YUe WIN
orcytcTBre MJIC, BBISICHUTH Ha/M4uye COMYTCTBYIOIIEH IMaTOMOTMM, a TAaKKe BbIOpAaTh TAKTUKY
IanbHeNIen Tepannn.

B HacTosiee BpeMs CyLIeCTBYeT MHOro MeTomoB jiedeHuss MJIC. BpiGop 3aBMCUT OT BapuaHTa
MJIIC, ocobeHHOCTEl i KPOBETBOPEHMSI, TPYIIIIBI PUCKA, BO3pacTa MalMeHTa, HAJUUUS U TSKeCTU
COIYTCTBYIOLIEN MaTON0ruu, Hanuuns noaxogsiiero mo HLA-cucteme noHopa.

PemieHre 0 Hauajie TOM WIM MHOIM Tepamuy, OCOOEHHO O Hayvaje peaausaluu MPOrpaMMbl
TPpaHCIVIAHTAallMM aJIJIOT€HHBIX TI'e€MOITIO3TMYECKMX CTBOJIOBbIX KJIETOK, IIPMHMMAETCAd BpauyoOM
COBMECTHO C MMal/€HTOM ¥ ero POJCTBEHHIKAMM.

AnexBaTHOE BBIIIOJHEHME IAllMEHTOM Ha3HAaueHMii Bpaua, CBOeBpeMeHHOe COOIIomeHue BCex
YCTAaHOBJIEHHBIX ITPABWJI TIO3BOJISIET MTOYYUTH MaKCMMaJbHO BO3MOXHbBIN pe3yibTar.

Bcem maruenTam ¢ MIC peKOMeHAYETCST COOMIONATh MPeacaHusl TeMaTojIora 1o JIeUeHUI0 U He
3aHMMAThCS  CaMOJIeUeHMeM, MCKIIOUUTb MHCONSAIMIO, IIOCellleHMe cayHbl /GaHu U
dusmorepamneBTuUecKkme mpoienypel. IIpyu HaMMUMyM BpeoHbIX YOIOBUI TPyIa sKejaaTelbHa CMeHa
yoioBuii paboTtel. K BpemHbIM YCIOBUSIM TpPy[a OTHOCSTCSI:pab0OTa, CBSI3aHHASI C TSDKETbIM
busMueckMM ¥ 3HAUMTETbHBIM  HEPBHO-TICMXMYECKMM  HaIpsDKeHMEeM, BO3HeliCTBUEM
TOKCMYECKMX areHTOB, BUOpauuy, MpeOGbiBaHMEM Ha BbICOTE, OOCTYKMBAHMEM IBVKYIIMXCS
MeXaHM3MOB, BOKIEHMEM TPAHCIIOPTHBIX CPEACTB, NcIieTyepcKe mpodeccuu u T. 1.






IIpunokenmne I.

ITpunoskenue I'l. Ouenka a¢pderkruBHocTH Tepanuu M/IC

dddexruBHocTh Tepanuu MIC mOMKHA OLEHUBATHCSI COTJIACHO KPUTEPUSIM OTBeTa Ha JieueHUs!
MexxgyHaponHoit paboueit rpymmst (IWG 2006) [3].

OpuruHanbHOe HazBaHue: International Working Group (IWG) response criteria in myelodysplasia
[65]

Twur: gpyroe — KpUTepUM OIIEHKY OTBETA HA JIeUeHMe
Hasuauenmne: orieHka s derruBHocTy Tepanuu MC
ConepkaHye M MHTePIIpeTalys:

Onenka acdderruBHoCcTU Tepanuu (IWG 2006) [3]

Bupa oTBeta Kputepun

MonHas pemuccusa KM: 5% u MeHee 6nacTHbIX K/IETOK C HOPMasibHbIM CO3pEeBaHMEM BCEX TUMOB KAETOYHbIX JIMHUI; BO3MOXHa
nepcucTupytoLlas Aucnnasus

Mepudepnueckas kpoBb: Hb =110 r/n, TpombounTsl =100x10°/n, HeiTpodmnbl >1,0x10%/n, 6nacTHble
knetku 0%

YacTuuHas pemuccus Bce KpUTEpUW MOMHON PEMUCCUK COBNOAAIOTCS 3@ UCKITIOYEHWEM TOrO, YTO KOJIMYECTBO 6aCTHbIX KIETOK B
KM cHusunocb Ha 50% K 6onee oT UCXOAHOr0O 3Ha4YeHus, HO ocTaeTcs bonee 5%.
KneTouyHoCTb M MOPGONOrns He akTyasbHbl

KocTHo-Mo3roBasi KM: 5% 1 MeHee 651aCTHbIX KETOK M UX KONIMYECTBO B MpoLiecce Tepanuu cHuaunocb Ha 50% u 6onee ot
pemuccus VNCXOAHOTO 3HaYeHus

Mepudepunyeckas KpoBb: €CnU HabMOAAETCS remaToNorMyeckoe yiydlleHue, ero cnegyeT Ao06aBnsTh K
KOCTHO-MO3rOBOMY OTBETY

Crabunusaumsa OTCyTCTBME YaCTUYHOW PEMUCCUMU, HO HET NMPU3HAKOB NpOrpeccupoBaHns B TeyeHune bonee 8 Hepenb

Be3 apdexrta JNleTanbHblii  UCXOA Ha (oHe Tepanuu WAM  MporpeccvpoBaHue 3aboseBaHus, XapakTepusytolmecs
yCyry6neHmem LUTOMEHWUU, YBENMYEHWEM KOMMUYECTBa 6MacTHbIX KAeTok B KM wau nporpeccvpoBaHue B
6onee «NpoABUHYTHIN» MoOpdonoruyeckuii BapuaHt MAC No CPaBHEHWIO C TEM BapuaHTOM, 4To 6bi1 A0
Tepanuu

Peuname nocne nonHow HeobxoanMo Hanuumne xoTs 6bl 1 M3 cneayrowmx NPU3HaKoB:

WA YaCTUYHOMN peMuccumn — NMPOUEHT 61aCTHbIX KNETOK BEPHYCA K NCXOA4HOMY 3HAYEHUIO A0 NIe4YeHuUsd;

— CHuXeHue Ha 50% un 6onee OT MaKCMManbHOro KoOM4YyecTBa rpaHysaoumMToB uUan TpOMGOLI,I/ITOB BO Bpemsa
peMmuccun/oTBeTa;

— CHWXeHWe KoHUeHTpauun Hb Ha 15 r/n u 6onee unun npucoeanHeHue TpaHCdy3MOHHOM 3aBUCUMOCTU.

LiuToreHeTuyecknit oTBeT
MONHbIA: UCYe3HOBEHMe XPOMOCOMHbIX UBMEHEHNN U OTCYTCTBME HOBbIX
YacTuyHbIN: YMEHbLUEHNE KONMMNYECTBA KJIETOK C XPOMOCOMHbIMWN HapyLWeHNAMU MUHUMYM Ha 50%

Mporpeccus 3abonesanusi | [N NaLMeEHTOB C KOMIMYECTBOM 6/1aCTHbIX KNETOK:

- MeHee 5% - yBenu4yenve Ha 50% wu 6onee, T. e. 6onee 5%;

- 5-10% - yBenuueHne Ha 50% wu 6onee, 1. e. 6onee 10%;

- 10-20% - yBenuyexue Ha 50% u 6onee, T. e. 6onee 20%;

- 20-30% - yBenuyexue Ha 50% u 6onee, T. e. 6onee 30%.

Hannuve nioboro 13 cneayowmx Npu3HaKos:

— CHWXeHWe KoNM4yecTBa rpaHy/iouMToB WM TPOMOGOLMTOB Kak MUHMMYM Ha 50% OT MakcuManbHoro
3HayeHusi BO BpeMsi peMUCCUi/0TBETa;

— CHWXeHWe KoHueHTpauuu Hb Ha 20 r/n n 6onee;

— 3aBMCMMOCTb OT TPaHCHY3UOHHON Tepanuu.

FemaTonormnyeckoe KpI/ITepI/IM OTBETa (OTBeT A0J/HKEH COXPaHATbCA HE MeHee 8 He,qenb)
ynydlexue
SpUTPOUAHbIN oTBeT MoBbiweHne Hb Ha 15 r/n n 6onee;

(ncxoaHo meHee 110 r/n) CHuxeHne abConoTHOro 4Yucna eauHWUL, nepenvBaeMoin 3pUTPOLMTHOM MacChl, MO KpanHeih Mepe, Ha 4
eAnHnUbl B Te4yeHue 8 Heaenb, no CpaBHEHUKD C WCXOAHbIM 4YWUCIOM NEpefiMBaemMblX eauHUL 3a
npeawecTsyolme 8 Heaenb;

Mpu ﬁlt.)leHg(e) I/I/HTeHCMBHOCTVI TpaHcdY3MOHHO Tepanun HEO6XOAUMO YUUTbIBaTb TPaHCHY3WK, BbINOSIHEHHbIE
npu <90 r/n

TpoM6ouMTapHbiii  oTBeT | ABCOMIOTHOE YNCAO TPOM6OUMTOB yBenmumeaetcs >30x10%/1, Npu UCXOAHBIX 3HaueHusx 6onee 20x10%/n;

(ncxoaoHo MeHee YBennueHune ¢ MeHee 20x10°/n no 6onee 20x10%/n n MuHUMYM Ha 100%

100x109/n)

HelTpodunbHblli  oTBET YBenuyenve Ha 100% 1 yBennuyeHne abCoNioTHOro Yncna HeiTpodunos Ao 6onee 0,5x10%/n
(ncxoaHo MeHee

1,0x10%/n)

Mporpeccust unu peunamns | [lokasaTenbCTBO XOTS 6bl OAHOMO U3 CleAYIOLWNX MPU3HAKOB:

nocne - CHWXeHWe Ha 50% 1 6onee 0T MaKCHMasbHOrO KO/IMYECTBa FPpaHy/10LMTOB UM TPOMGOLUTOB;
remMaTosIorM4eckoro — cHwxeHue Hb Ha 15 r/n n 6onee;

ynydweHus — TpaHcdy3nNOHHas 3aBUCUMOCTb.

ITpunoskenune I'2. llIkara KoMmopoOUAHOCTH IJ1s nanueHToB ¢ MJIC

I TIPOTHO3MPOBAHMUSI BJMSIHUSI COIYTCTBYIONIMX 3a00/ieBaHMii Ha KOHEUHbIe pe3ylIbTaThbl
jgedeHus: y 60apbHbIXx MJIC HeoOXOAMMO OLeHMBaTh KOMOPOMAHOCTh IMamyeHTta 1o MJIC-
crienuuaHOMY MHAEKCY KoMopbuguoctr (MDS-CI) [119].



OpuruHanpHOe Ha3zBaHue: MDS comorbidity index
Tur: mKkana oleHKU

HasnaueHne: KIMHMYECKast OlleHKa KOMOPOUIHOCTH
ConepskaHye U MHTePITpeTaus:

IlIkaj1a KOMOPOUAHOCTH A1 nanyenToB ¢ MIC (MDS-CI)

vwemnyeckas 6onesHb nn MHMapKT Muokapaa
3aCTOMHaAa cepaedyHas HeaO0CTaTOYHOCTb

ConyrtcrByrowue 3abonesaHus Bannbi
BonesHu cepaua

apuTMus

3aboneBaHus KnanaHos 2

I'Iopa)KeHme ne4vyeHun cpeAHeﬁ W TSHKENOWN CcTeneHu
uvppo3

hunbpo3

nepcuctupytowas runepbunupyburemus >1,5xBrH nan
ACT/ANT >2,5xBIMH

I'Iopa)KeHme NErkux TSXeNon cTeneHn
amddy3sHas cnocobHOCTb U/nnm 06beM opCUPOBAHHOIO BblA0OXa
3a 1 ¢ <65% unu AMCnHO3 B Nokoe Unn HeobxoAMMOCTb B OKCUreHaLmm

BonesHu novek

nepcucTupytoLas KpeatuHuHemMms >2 Mr/an
remoananuni

TpaHCnaHTauusa

ConuaHas onyxonb
Onyxosb B aHaMHe3e, 3a UCK/TKDYEHNEM HEMENAHOMHOI0 paka KoxXxu

1

Ilo cymMe 06a/l/IOB, NPUCBOEHHBIX Ka’kIOMY IIOKA3aTesllo, OMpPemeseTcsl ITPOrHOCTUYECKMI
BapuaHT MDS-CI: Huskuii (0), mpomesxyTouHbiii (1-2) u BbicOKMii (>3 6GaswioB). Ilocienmyoiiee
MpUMeHEeHMe VHAEKCa KOMOPOMUIHOCTY MO3BOJSIET CTPAaTU(GUIMPOBATh MAIMEHTOB M3 TPYIIIIbI
HU3KOTO ¥ TPOMEKYTOUHOTO pUCKa (HO He BBICOKOTO M OU€Hb BBICOKOTO) Ha TPYIIIbI C pasHOit
BBDKMBAEMOCTbIO. [IpM MpoumMx paBHBIX YCIOBMSIX BbICOKOe 3HaueHMe uHpaekca MDS-CI kak
yBeMMUMBAET PUCK CMEPTU OT IIPUUMH, He CBSI3aHHBIX ¢ TpaHchopmaimeit B OJI (HR 2,46; p

<0,001), Tak 1 ymeHbIaeT mmokasarean OB B nenom (HR 2,09; p <0,001).

ITpunoskenne I'3. llIka1a KOMOPOUIHOCTH IJISI MAIIMMEHTOB, KOTOPHIM
IUIAaHUPYETCSA TPAHCIIAHTALMS e MOIIO3TUYECKNX CTBOJIOBBIX KJI€TOK

VY manyeHTOB, KOTOPbIM IUIAHUPYETCS TPAHCIIAHTALMS FeMOIIO3TUYECKUX CTBOJOBBIX KIIETOK,
HeOoOXOMMO OIleHMBATh KOMOPOMIHOCTD MallMeHTa 1Mo uHAekcy komopbumuoctu TTCK (HCT-CI)

[105].

OpuruHanbpHOe Ha3BaHue: Hematopoietic cell transplantation comorbidity index
Tur: mKana oeHKU

HasnaueHne: KIMHMYECKast OlleHKa KOMOPOUAHOCTH

Conep>kaHye M MHTePITPeTAIAS:

[lIkajla KOMOPOMIOHOCTM JAJjis IAIMEHTOB, KOTOPHIM IUIAHUPYETCS TPaHCIUIAHTALS

reMOII03TMYEeCKUX CTBOJIOBBIX Ki1eToK (HSC-CI) [105]

Komop6upaHocTb Bannbl
MaTonorna cepaeyHoO-coCcyaAnUCToN CUCTEMbI
MepuaTtenbHas apuTMUst UM TpeneTaHue, CUHAPOM ClaboCTy CUHYCOBOTO Y313 MW XeNyA04KOBbIE apUTMUK
WBC, 3acToiiHas cepaeyHas HeAoCTaToO4YHOCTb, MHMapKT MMokapaa unm ®B <50%: 1
I'Iopoxm cepaLa 3a UCKJIYEHNEM Mnponarnca MUTPasabHOro KianaHa
1
3
MNMaTonorusa AbixaTesibHON CUCTEMBI .
O6beM (POpCUPOBAHHOMO BbIAOXA 3@ NEPBYI0 CeKyHAY <65% unu oaplluka B NMOKOe UM NOTPeBHOCTb B KWUCIIOPOAHOMN
noanepxke
0O6beM (hopcrpoBaHHOro BblAOXa 3a NepByto cekyHay 66-80% vnu oabiwka npy HeboNbLWON GU3NYECKOW Harpy3ke
2
Naronorus XKT
XpoHWYeckuii renatut, nosbiweHve 6unupybuHa no 1,5 Hopm unun ANTT/ACT fo 2,5 Hopm
Linppo3s neyenu, 6unnpy6buH >1,5 Hopm unu ANIT/ACT >2,5 HopM 1
BonesHb KpoHa nnun A3BeHHbI KOUT 3
A3Bbl XKKT, Tpebytowmne neyeHns 1
2
MaTtonorna MouyeBbIAENIUTENIbHOW CUCTEMBI .
KpeaTvHuH 6onee 200 MKMONb/N, ANANU3 UKW NOYEYHbIW TpaHCNaHTaT 2




MaTonorus 3SHAOKPUHHOWU CUCTEMBI
CaxapHblli AnabeT, Tpebyowmnil NeYeHnss MHCYSIMHOM UK MepopasibHbIMK NpenapaTtamMu

VMT 6onee 35 Kkr/m? 1
1
MaTonorus coeAMHUTENIbHOW TKaHU
CucteMHas kpacHas Bon4aHka, peBMaToOuAHbIV apTpUT, NOAMMNO3NT, 60Ne3HN COeANHUTENbHOW TKaHu 2
HeBponornyeckmit u ncmxnyeckuii cratyc
TpaH3UTOpHas WUWEMUYEecKas ataka unu uepebpoBackynspHble "cobbiTus" 1
[enpeccus unu Tpesora, TpebyloLme NCUXMaTpUHeckon KOHCYbTaluum Un neqerHuns
1
NHdeky 0CNnoX
NHdekunn, TpebyloLime Npoao/mKeHns Tepanvu nocne AxHs 0 1
Onyxonesble 3a60/ieBaHMA B aHaMHe3e
Tepanus conmaHbIX Onyxosieil B aHaMHe3se, 3a UCK/IIOYEHNEM HE MeNaHOoMbl KOXMU 3




