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TepMuUHBI U onIpeaeJeHUs

AHeMHUYeCKHUIl CHHAPOM — aHEeMUYECKHe 3Kajo0bl (€1ad0CTh, FTOJIOBOKPYKEHUE, OJIbIIIKA
npu (u3nueckor Harpyske, cepiauedueHue) MOryT ObITh Pa3HOM CTENEHH BBIPAKEHHOCTU U
BcTpeuatorcs B 80—90% ciyuaes M/IC.

B-cuMnTOMBI — CHHKEHHE MacChl Tela, cyodeOpuianTeT B BeuepHee BpeMsi, IOTIUBOCTh

I'emopparuyeckuii CMHAPOM — KIMHUYECKU 3HauMMasi TPOMOOIIMTOIIEHUSI B aHAIM3aX
KpoBH oTmeueHa B 25-70% ciydaeB, remopparudeckue IposiBICHUS B J1e0r0Te 3a0o0jieBaHuUs
otMeueHbl B 15-30% (merexuanbHble BBHICHITIAHUS HAa KOXKE U CIIM3UCTHIX, HOCOBBIC, JCCHEBBIE,
MaTOYHbIE, MOYEUHBbIE U JKEIYJOYHO-KHUILIEYHbIE KPOBOTEUEHUS, KPOBOM3JIMSIHMS B CKJIEpPHl U
TOJIOBHOW MO3T) U OTPaKalOT HE TOJIBKO CTEIIEHb TPOMOOIIUTONIEHNH, HO M TPOMOOIIUTONATHH.

Mucnnazusi (ot rped. dvc dys — Hapymenue u mAdOw plaseo — obOpasyw) —
MOP(OJIOTHYECKUE OTKIOHEHUS OT HOPMAJIBHOTO Pa3BHUTHS, BBISBIIIEMbIE HA BCEX YPOBHSX OT
KJIETKU /10 TKaHEH, OpraHoB M OTAEIbHBIX yacTeil Tena. [loa nucMuenonos’som nojapazymeBaroT
a00ble  KONMYECTBEHHbIE U  KAueCTBEHHBIE HApPYIICHUS, KOTOpPHIE OMNPEACNAOTCS B
TFeMOIIO3TUYECKUX KJIETKAaX U KPOBETBOPHOU TKaHU KOCTHOTO Mo3ra. [Ipu nuddepennmpoBanHom
MOJICYETE MHEJIOKapUOLIMTOB B MHUEIOrpaMMe HEo0XoAuMO wuccienoBate He MeHee 500
APOCOIEPKALINX KJIETOK KOCTHOTO MO3Tr'a, P MOJCYeTe JIEHKOILUTOB B epu(epruuecKoil KpoBU
— He meHee 200. /luarHocTHYECKM 3HAUMMOM JUCIUIA3MEW CUMTAETCS CUTyalus, Korga A0js
KJIETOK ¢ Ipu3Hakamu auciuiazuu npessimaet 10% ot 100 moacuuTaHHBIX 3pUTPOKAPHOLIUTOB,
100 rpanynonuToB 1 He MeHee 30 MerakapHOLUTOB.

Nmmynocynpeccusnasi tepanuss (MCT) — xomiuiekc JedeOHBIX MEpOINpHUSTH,
IPOBOAMMBIX IOATallHO B TEe4YeHHE roja U Oozee, Biimodaromuil nukiocnopud (L[CA),
anTuTUMonMTapHbeiii robynuH (ATD) u apyrue wmetoast MCT, mosBonstoniuii 1oOUTHCS
MaKCHUMAaJbHO TOJOXHUTEIBHOTO 3(¢eKTa U JUIMTEIbHOM BBDKMBAEMOCTH MNAIMEHTOB C
runomiacTuyHeiMUu popmamu MJIC.

Nudexunonnbie 0CI0KHEHMS — YBEIMUYEHUE YAaCTOThl MH(EKIMOHHBIX OCJIOKHEHUH
(10-40%) oOycnoBieHo HeHTponeHne 1 TUCYHKIMEH TPaHyIOUTOB, KOTOPask MPOSIBISETCS
HapyueHneM (arouuTapHON aare3uu, xeMorakcucoM. Haunbonee yacThiMu M3 MH(EKIIMOHHBIX
MPOSIBIICHUI SBJISIOTCS OaKTepualbHbIE MHEBMOHUHU, aOCLECChl KOXHU M ONIMOPTYHUCTUYECKUE
uH(pEKINY, BKIII0Yasi BUPYCHbIE, THEBMOLIUCTHBIE, MUKOOAKTEpHUaIbHBIE.

KocTHOMoO3roBasi pemuccusi — CHIDKEHHE OJACTHBIX KJIETOK B KOCTHOM Mosre 5% u
MeHee, U 3TO CHkeHue 6osee ueM Ha 50% OT UCXOAHBIX 3HAYSHHMH, TPHU 3TOM B Nepudepruyeckon
KPOBH HET MOJIHOTO BOCCTAHOBJIEHUS MTOKa3aTelIel TeMOrpaMMBl.

Muenoaucniactudyeckuii cunapom (MIAC) — rereporeHHas rpynna KJIOHAJIbHBIX

3a00JIEBaHUM CUCTEMBI KPOBH, BO3HUKAKOIIHUX BCICACTBUC MyTallUN reMOIIO3THYECKOI CTBOJIOBOM
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KJIETKA W XapaKTepU3YIOUIMXCA LHUTONEHHEH, Kak pe3ynbTaT Hed()(PEKTUBHOrO TeMorol3a,
NPU3HAKAMU JHCMHUENION033a U BBICOKUM PUCKOM TIPOTPECCUH /TPaHCPOPMALIUU B OCTPBIN JEUKO3
(OJD).

MIAC ¢ auHeiiHo# (oaHoMHelHHOM) auciuiazueid —Bapuant MIC, 111 xotoporo
XapakTepHa OJIHO-JIBYX POCTKOBasl LIUTONEHUS, 0€3 yBeIWYeHHs MPOIEeHTa OJACTHBIX KIIETOK B
nepugepudeckoir kpoBu (<1%) u koctHOM Mo3re (<5%), 0e3 yBETUYEHHUS KOJbLEBBIX
CUIepoOIaCTOB U a0COMIOTHOTO MOHOLIMTO3a B NepupepuyecKoil KpOBH, MPH 3TOM AUCILIA3ZUS
6onee uem B 10% KI1eTOK BBISBIISIETCS TOJBKO B 1 pocTke KpoBeTBOpeHus. Haubonee yacto y aTux
MAIMEHTOB BEIYIIUM CUMIITOMOM SIBJISIETCS aHEMHUSI.

MIAC c¢ koabueBbiMu cugepodiaacramu (KC) u juHeilHOW (0JQHOJHUHEHHON)
aucniaasuedl — Bapuant MJIC, m1s KOTOpOro XapakTepHa aHEMHs, dYalle HOPMO- WIH
MaKpOLIMTAPHOTO XapaKTepa; JIUAarHOCTUYECKH 3HAUMMBIM SBIIAETCS OOHApYKEHHE KOIBIEBBIX
cuepo0IacToB B KOCTHOM Mo3re B 15% u 6osee OT KJIETOK KpacHOTO psifia, BHE 3aBUCUMOCTH OT
Hanmung myTtammu reHa SF3B1, a mpu ee HanmM4yMM IUArHOCTUYECKH 3HAYMMBIM SBISICTCS
oOHapyxeHHe 5 m 0oJiee KOJBIEBBIX CHICPOOIACTOB;, 0€3 yBEIMUYCHHUS MPOICHTA OJIACTHBIX
KJIeTOK B iepudepudeckoit kposu (<1%) u koctHOM Mo3re (<5%), 6€3 aOCOMOTHOTO MOHOLIUTO3a
B niepuepruuecKoit KpOBH, IIPHU ITOM JTUCIUIA3HS BBISBIISETCS B KJIETKaX KPacHOTO psiaa 6osee ueM
B 10%, B rpaHyJIOIUTApPHOM M METAKapUOILUTAPHOM POCTKax — MeHee ueM B 10%.

MIAC ¢ KC u myabTHiIuHelHOW aucmiasueit — Bapuant MJIC, nns xKoToporo
XapaKkTepHa LIUTONEHUs Jr000i CTENeHN BBIPAKEHHOCTH; AMArHOCTUYECKH 3HAYMMBIM SIBIISETCS
oOHapy’KeHHe KOJbIIEBBIX CUAEPOOIACTOB B KOCTHOM Mo3re B 15% u 6onee oT KJIETOK KpacHOTro
psiaa, BHE 3aBUCHMOCTH OT Haimuuus myTanuu reHa SF3B1, a nmpu ee Hanmuyuu JUarHOCTHYECKH
3HAUYUMBIM SIBISIeTCSl OOHapyeHHe SHu 0ojiee KOJIBLIEBBIX CHEpPOOIacTOB; 0€3 yBEIWYEHUS
IpoleHTa OJacTHBIX KJIETOK B mepudepudeckoil kpoBu (<1%) u koctHOM Mmo3sre (<5%), 6e3
abCOJIIOTHOTO MOHOIIMTO3a B NepuepuyecKol KpOBH, HPU ATOM JUCIUIA3Us BBIABIAETCS B
KJIETKaX 3PUTPOUIHOIO, IPaHyIOLUTAPHOIO M/WUIM MErakapHuOLUTApHOIO POCTKOB Oojiee YeM B
10%.

MIC ¢ myabTHIMHEHOH (MHOKeCTBeHHOWM) aucmiaasumeid — Bapuant MJIC, nns
KOTOPOT'0 XapakTepHa IMTONEHHUs JH000H CTEeleH! BBIPAXKEHHOCTH, 0€3 yBEIMYEHUs MPOIEHTa
0JIaCTHBIX KJIETOK B mepudepudeckoit kpoBu (<1%) n koctHOM Mo3re (<5%), 6€3 abCOoTOTHOTO
MOHOIIMTO3a B NepudepuyecKoil KpoBH, MPU 3TOM AUCIUIa3usl BhIsBiIseTca Oosee yeM B 10%
KJIETOK JBYX U 060Jiee pOCTKOB KPOBETBOPEHHS.

M/C c¢ u36bITKOM 6s1acTOB-1 — Bapuant M/JIC, /1 KOTOpOro XapakTepHa IIUTONEHHUs
J000M CTETEeHU BBIPAXKEHHOCTH 0e3 a0COIF0THOrO MOHOILIMTO3a, MPH 3TOM OJacThl 0e3 manovex

Aynpa B nepudepuieckoil KpoBH COCTaBIAIOT MeHee 5%, a B kocTHOM Mo3re — ot 5,0 10 9,9%,
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MPOLEHT KOJIBLIEBBIX CHIEPOOJIACTOB MOXKET ObITh 000N, BHE 3aBUCUMOCTH OT MYyTallMM IeHa
SF3B1, Tak e, Kak 1 KOJIHYECTBO KJIETOK C QUCIIIA3HEMN.

M/AC c¢ u36bITKOM 6Js1acTOB-2 — Bapuant MJIC, /i KOTOpOTO XapakTepHa IIUTONCHHUS
J000M CTENeHU BhIpa)KEHHOCTH 0e3 aOCOMIOTHOIO MOHOIIMTO3a, IIPH 3TOM 0JIacThl, BO3MOXKHO C
najoykamu Ayspa, B epuQepuyeckoit KpoBU COCTaBIAIOT oT 5 10 19,9%, B KOCTHOM MO3re — OT
10 10 19,9%, mpoIIEHT KONBIIEBBIX CHACPOOIACTOB MOXKET OBITH JIF000H, TaK e, KaK U KOJTUIECTBO
KJIIETOK ¢ auciiaszueit. B ciydae, xorna npu MJIC ¢ u30eiTkoM 61acTOB-1 B OJIACTHBIX KJIETKAaX
BBISBJISIIOT Maslouku Ayspa, BepuduuupyroT nuarao3 MJIC ¢ u36sITkoM 61acTOB-2.

MJAC ¢ usoaupoBannoii geaenueii (5q) (MJIC-50-) — Bapuant MJIC, mais KOTOPOro
xapakrtepHa anemus (HB <100 r/m), gaie MakpoLUTapHOTO XapaKTepa, BO3MOXKHO B COYETAHUH C
HOPMAJIbHBIM HJIM TIOBBIIICHHBIM KOJIMYECTBOM TPOMOOIIMTOB, 0€3 yBETUYEHHUS IMPOIEHTA
OylacTHBIX KIIeTOK B mepudepuueckoit kpoBu (<1%) u xoctHOM Mo3re (<5%), aOCOIOTHOTO
MOHOIIMTO3a B THepudeprudeckoil KpOBH, MPH O3TOM JUCIIa3Usl BBIIBISIETCS B KIETKax
SPUTPOUTHOTO psifia U MErakapuoLuuTax, Ipu HUTOT€HETUUECKOM MCCIE€0BAHUNA KOCTHOTO MO3Tra
onpezensercss M30JMpoBaHHas Jaeneuus (5q), WIM B COYETAaHUU C JIPYroll aHomaiuew, 3a
HCKJIIOUEHHUEM 7-1 XPOMOCOMBI.

M/C nexnaccnpuuupyemsiii (MIAC-H):

1) Bapuant M/IC, ¢ kputepusmu MJIC-JI1, MIC-KC-JI1, MJIC-KC-MJI, MJIC-M/] u

MJIC-50-, HO ¢ KOIMYECTBOM OJIAaCTHBIX KJIETOK B nepudepudeckoi kposu =1%, npu
IBYX U O60siee U3MEPEHUsIX;

2) Bapuantel MJIC-JII, MIC-KC-JIT u MJIC-5Q-, mpu KOTOPBIX BBISBISIOTCS
KIIMHAYECKHU 3HAYMMast TaHI[UTOTICHNS,

3) Bapumant MJIC, mpu KOTOPOM BBISIBISICTCS KIMHUYECKH 3HAYMMasi IUTONCHHS C
6nmacremueit <2%, u O6IaCTHBIMM KJeTKaMHU <5% B KOCTHOM MO3r€, HO JHCIJIa3us
BbIBIIsIETCSI MeHee yeM B 10% KIeTok JI'o0oro pocTka KPOBETBOPEHMS, NMPH ITOM
00Hapy>KUBAIOTCS IMTOTCHETUYECKNE aHOMAITNH, TaTorHoMoHn4HbIe 11t M/JIC.

M/C HU3KOro pucKa — rpynia nafeHToB, y KOTOPBIX MPH MOJICUETe MPOrHOCTHYECKIX
MHJIEKCOB OIpeJiesieHa TpyIna HU3KOro pUcKa M NMpoMexyTodHoro-1 mo mkane IPSS, ouens
HU3KOT0, HU3KOTO M TPOMEKYTOUHOTr0 prcka 1o mkane IPSS-R.

MIAC BBICOKOIO0 PpHCKAa — Tpylna MOalUMeHTOB, Yy KOTOPBIX TMpPU MOACYETE
MIPOrHOCTUYECKUX HMHJEKCOB OIpejesieHa Ipylna MPOMEXYTOYHOro-2 M BBICOKOTO pHUCKa IO
mkane [PSS, npomexyTouyHOro, BBICOKOTO M O4€Hb BBICOKOTO prcKa 1o mkaie |IPSS-R.

HeiiTpoguibHblii 0TBeT — yBenuueHHe 4ucia HelTpopuinoB Gosnee yem Ha 100% ot
HCXOJIHBIX 3HAUCHUM.

Heynaua jieyeHust — neTaqbHbIN UCX0 HA (OHE TepaNuu WK Iporpeccus 3a00aeBaHusl.
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Oob6mas BbikEBaeMocTb (OB) — w1 ouenkn OB aHaM3MpyIOT BpEeMEHHBIE apamMeTPhI
BCEX MALMEHTOB, BKJIIOUEHHBIX B UcClleJoBaHKE. TOUYKOM OTCueTa ABJISETCS IeHb Hayana Tepaluu
WK JieHb Bepudukanun guarto3a. CoObITHEM CUMTAETCS TOJIBKO CMEPTh IMAllMeHTa OT JII000H
IPUYUHBL (PaHHSS JIETAIBHOCTh, CMEPTh B MEPUOJI PEMHCCUU OT JII0OOM NMPUYMHBI, CMEPTHh B
MIePHOJT PEIUIANBA).

Octpsiii Jeiiko3 (OJI) — rereporeHHas rpymnmna KIOHaJIbHBIX 3a00JIEBaHUI CHCTEMBI
KpPOBH, BO3HMKAIOUIMX BCJIEACTBUE MyTallMM remonosTudeckoi crtBosioBod kietku (I'CK) u
OPUBOJAIIMX K YBEIMYEHHUIO ONacTHhIX KieTok Oonee 20% B KOCTHOM MO3re W/HIU
nepudepudeckoii kposu. [1o HanpaBneHHOCTH O6acTHBIX KieTok OJI paznensioT Ha:

OcTtpoiii MuenouaHblii Jeiiko3 (OMJI) — muenonaHas HampaBIECHHOCTh OJACTHBIX
KJIETOK.

Octpbiii aumoodaacThblii Jeiiko3 (OJIJI) — numdounaHas HarpaBIeHHOCTh OJIACTHBIX
KJIETOK.

Iosnas pemuccust (IIP) — cocrosiHue KPOBETBOPHOU TKaHU, TP KOTOPOM I'eéMOITIOOUH
>110,0 1/, meittpoduaer  >1,0x10%m, 6macTHBIE KIETKH OTCYTCTBYIOT, TPOMOOIMTHI
>100,0%10%1, 611aCTHBIC KIIETKH B KOCTHOM MO3re <5%, BO3MOXKHA IIEPCUCTUPYIOLIAS JUCILIA3ZHS.

HMommxumuorepanus (IIXT) — naubonee onpaBaaHHOE COUYETAHUE HUTOCTATUYECKUX
IpenapaToB, KOTOPOE TMO3BOJSET JOOWTHCS MAaKCHMAIBHO IOJIOKUTENBHOTO 3(dexra, B
yacTHOCTH [IP, mpu oHKOreMarosornyeckux 3ab01eBaHMsIX.

IIporpeccus 3a6o1eBaHus — yBeITMUEHUE KOJIMYECTBA OJIACTHBIX KJIETOK OoJjee, ueM Ha
50% u nepexox u3 nepsoHavansHoro Bapuanta MJIC B 6onee npoasunytsiit (MJIC-JII B MJIC-
M, MIAC-MJ 8 MJIC-1UB-1, MJIC-Ub-1 8 MIC-UB-2) (xapakrepuctuka BapuantoB MJIC
npeacraBieHa B pazaene 1.5. «Knaccuduxanus 3a007eBaHUS WM COCTOSHHS  (TPYIIIBI
3a00J1eBaHUN WJIM COCTOSIHUI)», B TaOi. 1), MpH 3TOM B aHaiIM3aX KPOBHU MOXKET OTMEUaThbCs
CHIDKeHHe mokasaresieit Ha 50% oT MakcHUMalbHbIX 3HaYeHUH U cHukeHue HB Gornee uem Ha 20
/71, IosiBJIeHUE TpaHC(y3MOHHOM 3aBUCUMOCTH. [Ipu cTaOMIbHBIX MOKa3aTeNsX OJIACTHBIX KJIETOK
ycyryOieHue UUTONEHuM, 0e3  Haluyus JIpyrux [pUYUH, TaKXKe SBISETCS MNPU3HAKOM
porpeccuu 3a0oaeBaHusl.

Peuunus nocie IP — yBennueHne konnuecTBa 6JIaCTHBIX KIETOK >5%; cHIbkeHue Ha 50%
u 6oJsee yncia TpPOMOOIMTOB U HEUTPO(DUIOB OT MAaKCUMAJIbHBIX 3HAUEHUN BO BPEMsI pEMHUCCHUY;
CHI)KEHME [IOoKaszarejeil remoriobuHa Ha 15 r/n1 u Ooisee, mosBIeHUE TpaHCHY3HMOHHON
3aBUCHUMOCTH OT DPUTPOLUTCOAEPKAIINX KOMIIOHEHTOB.

CnJjieHoMeraJiusi — ceJe3eHKa MOXKET ObITh yBeJTMUeHa He3HAaYUTEeNbHO, Ha 1-2 cM.

Crabuiausanusi — OTCYTCTBME€ YacTMYHOM pPEMHCCHHM, HO HET [MPHU3HAKOB

IIPOTrpeECCUPOBaHMs B TeueHue 0ojiee 8 Heelb.
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Tpanchopmanusi/mporpeccusi — B OMJI KoHCTaTUpyeETCs TPU OOHAPYKEHUHU B TTYHKTATE
koctHOro Mo3ra (KM) miu nepudepudeckoit kpoBu 0oinee 20% O1aCTHBIX KIETOK.

TpancniiaHTanMs reMONOITHYECKHX KJIETOK KPOBH — II0J 3TUM TEPMHUHOM
oobenuuensl  Tpancruiantanus ['CK  mepudepudeckoit kpou, KM wu  mynoBUHHOU
(TUTarieHTapHO ) KPOBH.

TpoMOOUMTHBIN KOHUEHTPAT — KOMIIOHEHT JIOHOPCKOM KpOBH, COJAEpKaIUi
TPOMOOIIHTHI.

TpoMGOIUTAPHEBIH OTBeT — yBeIMYEHHE uHciIa TpoMGonutoB >30x10%1, cHmKeHME
3aBHCUMOCTH OT TpaHC(y3uil TPOMOOIIMTHBIX KOHIIEHTPATOB.

IuTorenernyeckasi peMHCCHsi — 3TO IIOJIHAs KJIMHUKO-TEMAaTOJIOTMYECKAs PEMHCCHS,
IPU 3TOM LUTOT€HETUYECKMMM METOJAaMH HE BBIABJISIOTCS HMCXOJHBIE aHOMAJIMM KapUOTHUIIA;
KapUOTHUII JIOJDKEH OBITh HOPMAJIbHBIM. YMEHBIICHHE KOJIWYECTBA KIETOK C XPOMOCOMHBIMHU
HapyLIEHUIMU MUHUMYM Ha 50% OLEeHMBAETCS KaK YACTUYHBIM LINTOT€HETUYECKUN OTBET.

Yacruunasa pemuccus (UP) — re xe kpurepun, uto u ans [1P, oqnako OnacTHbIe KIETKH
B KOCTHOM MO3I'€ COCTaBJIAIOT Ooiiee 5%.

DpUTPOUHBINA OTBET — MOBBIIICHUE YPOBHs reMorjao0uHa Ha 15 r/1 u Oonee, CHHXKEHUE
3aBHCUMOCTH OT TpaHC(hy3Uil SpUTPOIUTCOACPKAIIUMHA KOMIIOHEHTAMHU.

JPUTPOLMTCOepPKALMEe KOMIIOHEHTbI JTOHOPCKOM KpPOBH— KOMIIOHEHTBI JOHOPCKOM

KpPOBH, COJIEPKAIINE SPUTPOLIUTHI (IPUTPOILIMTHAS Macca, SPUTPOLIMTHASI B3BECH H T. 11.).
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1. Kparkas wundopmamuss mno 3a00/IeBAHUI0 WM COCTOSIHMIO (Tpymme

3a200J1eBaHUI MJIH COCTOSIHUI)

1.1. Onpenejaenne 3200JdeBAHUA WJIH COCTOAHMA (TPynnbl 3200J€BAHHUHA WU

COCTOSIHMA)

MuenoaucniacTU4eckue CHUHAPOMBI TPEACTABISAIOT COOOM TeTepOreHHyl0 TIpyIIy

KJIOHAJBHBIX 3a00JIEBAHUN CHCTEMBI KpOBH, XapaKTCPHU3YIOIIHUXCA I_[I/ITOHGHI/ICI\/'I, IMpU3HAKaMH

JIMCMUEIION093a M BBICOKUM pUCKOM TpaHncdopmarmu B OMIT [1,2].

1.2. DTHoJ0rMs U naToreHes 3a00JeBAHUA WM COCTOSHHUSA (IPynnbl 3a00JeBaHUil

HJIN COCTOSTHW)

B 80-90% cnyuaeB stuonorus MJIC neusBectHa, B 10—15% pa3Bututo 3aboseBaHus
IPEeIIEeCTBOBAIA IUTOCTATHYECKAsT W/UJIHM JTydeBasi Tepamus, KOTopas MpOBOJMIACH TIO MTOBOIY
CUCTEMHOI'O TOPAXEHUS COECIUHUTENIbHOM TKaHW WJIM APYTOro OHKOI€MAaTOJIOTMYECKOTO WU
OHKojioruyeckoro mnpouecca. Cpeau (axToOpoB, BO3JEHCTBUE KOTOPBIX YBEIHMYUBACT DPHUCK
pasButuss MJIC, MOXXHO BBIICJIUTh KypeHHME, KOHTAaKT C OCH3MHOM, WHCEKTHIHMIAMH,
NECTUIINIaMHU, OPTaHUYECKUMU BEIIECTBAMHU.

N3yuyenne naroreneza MJIC Ha HpOTSKEHUM HECKOJBKHX JIECATKOB JIET IO3BOJIUIIO
BBIJICJINTh HECKOJIbKO OCHOBOIIOJIATAIOLIMX 3TAlloB pa3BUTHUsS 3THX 3a0osieBaHuil. Bo3neiicTBue
HOBPEXJAOIUX (aKTOPOB HA IUIIOPUIIOTEHTHBIE reMonosThuueckue ctBojioBble kieTku (I'CK)
IPUBOIUT K (OPMHPOBAHHUIO KJIOHAIBHOIO KPOBETBOPEHHS, BKJIOYAIOIIETO BCE KJIETOYHbIE
JIMHUH, PEAKTUBHOE M3MEHEHUE CTPOMAIIbHOIO MUKPOOKPYKEHUS U JTUM(PATUUECKON CHCTEMBI,
YTO MPHUBOMUT K YBEIHUYCHHIO Tposiudepanun U anonro3a B koctHoM mo3re (KM). IMosinenue
HOBBIX MYTaIMi CcHocoOCTBYeT [JanbHEHIIeH KIOHAJIBHOW 5SBONIONMU YK€ HMMEIOLIEerocs

MATOJIOTUYECKOT0 KJIOHA, YTO COIMPOBOXAAETCS YMEHBIIEHWEM aloNnTo3a U TpaHchopMmalmei B

OJI[1,2]

1.3. DnuaeMuoJorus 3a00J0€BAHUS HMJIHM COCTOSAHMA (rpynnbl 3200J1eBAHMIT UM

COCTOSIHMA)

B Egsporne u CIIIA 3a6oeBaeMoCTh B 0011I€H MOIYJISIITAN COCTABIISIET OKOJIO 4—5 ciydaeB

Ha 100 TeIc. Hacenenus B roja. bonee 80% mamuenToB M/IC — ato moau crapiie 60 set. [locme
60 net yactora yBenuuusaercs 10 20—-50 cimyuyaes Ha 100 ThIc. uenosek B roa. B nenom B EBpone
€XKETroHO IUAarHOCTHPYIOT IPUMEPHO 25 ThIC. HOBBIX CIy4yaeB. YYHUTHbIBasg HEYKIOHHOE
«cTapeHue» HacelieHus EBporibl, monararoT, 9o yucio narueaToB ¢ MJIC Oyner B Oimmkaiiime
JICCATHIICTHUS JTUIIL BO3pacTath [1-6].

CTaTHCTUYECKHX JaHHBIX O 3a00J1eBa€MOCTH U PacnpoCTPaHCHHOCTH MI[C B Poccum Her.
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1.4. Oco0eHHOCTH KOAUPOBAHNS 32001eBaAHU UJIH COCTOSHUSA (TPVINLI 32001eBaHHI

WIN _cOCTOsIHMI) 1o MeXkAYHAPOAHON CTATHCTHYECKOH KJaaccupukanuu 0OoJie3Hel M

npo0.ieM, CBA3AHHbBIX CO 3/I0POBLEM

Muesnoauciiactuueckne cuuapomsl (D46)

D46.0 PedpakrepHas anemus 6e3 cunepo01acToB, Tak 0003HAUYCHHAS;

D46.1 PedpakrepHas aHeMus ¢ CUACPOOIACTaMH,

D46.2 PedpaxrepHast aneMHst ¢ H30BITKOM OJIACTOB

D46.4 PedpakrepHas aHeMHUst HEYTOYHEHHAS

D46.5 PedpakrepHas aHeMusi ¢ MHOTOJIMHEHHOM TuCIUIa3ueit

D46.6 Muenoaucmiactuyeckuii cunapom ¢ usosmpoBanHoi del(5q) xpomocomHOi
aHOMaJnen

D46.7 Ipyrue MuenoaucIiiiacTU4ecKue CHHAPOMBI

D46.9 MuenonucriacTU4ecKuil CHHIPOM HEYyTOYHEHHBIIN

1.5. Knaccudukauus 3a00/eBaHUs] WIH _COCTOSSHMS (TPynmnbl 3a00/1eBaHUN MU

COCTOSIHMA)

C 2000 r. mpu Bepudukaruu auarnoza MJIC ucnons3oBanu kinaccudukanuu BeemupHoit

opranu3anuu 3apaBooxpanenus (BO3) (mepecmorp ot 2008 1. [7]), B koTopyto B 2017 roay mocie
OUYEepeHOTO MepecMoTpa ObUIM BHECEHBI CYIIECTBEHHbIE H3MEHEHHUS:
1. N3menenne nHomenknatypsl M/IC. B HacTos1el kiaccupuKaluy HCKIIFOUEHO KIYEBOE
NOHATHE «pedpakTepHas aHeMus» A Bcex BapuanToB M/IC. Jlns coBpeMeHHOro 0003HaueHus
BapraHToB M/IC KiII04YEBBIM CTaJO NOHATHE «MUENOAUCIUIACTHYECKUM cuHApom». Hampumep,
MJIC ¢ xonbiieBsiMu cuaepobiactamu (KC) u mynbrununeiinon aucruiasueit, MJIC ¢ u30bITKOM
01aCTOB-2;
2. OcobenHoctu mojcuera OnacTHbIX KiIeTok B KM OT Bcex sipocojepiKaliux KJIeTOK
KOCTHOT'O MO3ra,
3. WuTepnperanysi yBETMYEHHOTO KOJIMUYECTBA KOJBIEBBIX CHAEPOOIACTOB B 3aBUCUMOCTHU
OT HAJMYUS WM OTCYTCTBHSA MyTanuu B reHe SF3BL: mpu Hammumm myrtamun B rene SF3B1
MOPOrOBOE 3HAUEHHE KOJBIIEBBIX CHAEPOOIACTOB >5%, MPH €€ OTCYTCTBUU HJIM HEBO3MOXKHOCTHU
onpenenenus >15%;
4, VY nanuentoB M/IC ¢ nenenuen JUIMHHOTO 1e4Ya S-il XpOMOCOMBI IOITYCTUMO BBISIBIICHUE
elle 0JIHOM aHOMaJIMK KapuOTHIIA, 32 UCKIIOYEHHEM abeppaliii /-ii XpOMOCOMBI.

VYuuteiBas BbILIEU3NI0KEHHOE, BapuaHTl MJIC B COOTBETCTBHUM C aKTyaJdbHBIMU
kpurepusimu BO3 ot 2017 rona npencrasiens! Huxe [8].

1. MJIC c nuneitHoM (ogHONMMHEHHON) nuctuiazueit (MIC-JI):
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2. MJIC ¢ mynpTunuHeinoi nucmnasueit (MIC-MJ).

3. MJIC ¢ kombueBsiMu cunepobiactamu (MJIC-KC):

—MJIC ¢ konbueBbiMU cuiepobiactamu U inHernon auciiazueit (MIC-KC-JI).

— MJIC ¢ konblieBBIMH CHAECpOOJIacTaMHA M MYJIbTHIIMHEHHON nucruiazueit (MJIC-

KC-M]I).

4. MJIC ¢ W30JMpOBaHHOM JeIeIHel JITUHHOTO mieya 5-it xpomocomsl (MJIC-50-)

5. MJIC ¢ u30bITKOM 0J1aCTOB

— MJIC ¢ uzbsitkom 6mactos-1 (MJIC-UB-1);

— MJIC ¢ u3bsitkom Gmactos-2 (M/IC-UB-2);

6. M/IC nexnaccudpummpyemsiii (MAC-H).

Kpurepuu BapunantoB MJIC npezncrasiensl B Tabnuue 1.

Ta6muna 1. Knaccupukamus MJIC BO3 2017 r. [8]

Bapuaunr Jucmmazus, | Hutonenus?, Koinrnesslie biacrabie Ocoben-
KOJIMYECTBO | KOJMYECTBO | CHUAEPOOSACTBI | KIIETKH B HOCTH
POCTKOB POCTKOB (npu mytauun | KM ulIK, | xapuortuna
SF3B1), % %

MJC ¢ nuneiHoi 1 1-2 <15 (<5) KM <5, Jo6oi,

AMcIJiasuen K <1, €clii He
(MAC-JIT) MaJOYKH COOTBETCT
Ayspa — BYET BCEM
HET KpUTEPHUSIM
MIC-50-

MAC ¢ 2-3 1-3 <15 (<5) KM <5, JIro6oiA,

MYJIbTHJIHHENHOI K <1, €Clu He
JUCIIa3uen MaTOUYKH COOTBETCT
MAC-MJO) Ayspa - Her | BYET BCeM
KPUTEPHUSIM

MC-50-

MJIC ¢ koabueBbiMu cuaepodaacramu (MIAC-KC)

MJIC-KC u 1 1-2 >15 KM <5, JTro6ot,

JIMHEVHOM (>5) K <1, €CIIA HE
JUCIIa3uen MaJOUKH COOTBETCT
(MAC-KC-JIT) BYET BCEM
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Ayapa — KpUTEpUSIM
HET MC-50-
MJC-KC n 2-3 1-3 >15 ( >5) KM <5, JTro6oi,
MYJIBTUIITMHEUHON [IK <1, €CJIA HE
JUCILIa3uei HATOUKH COOTBETCT
(MAC-KC-MJ) Ayapa — BYET BCEM
HET KPUTEPUSIM
MAC-50-
MAC ¢ 1-3 1-2 Her nnnm KM <5, 50— +/-1
H30JIUPOBAHHOM JIF000IH [IK <1, Jlo0aBoUHas
aejenuen HaJIOUKU aHoMaJIus
JJUHHOIO Ij1e4ya 5 Ayspa — HeT 3a
XPOMOCOMBI UCKJTIOYCHH
(MJIC-50-) -em —7/70-
MJC ¢ u3obiTROM 0J1acToB (MIC-UB)
M/C-b-1 1-3 1-3 Hert v KM <10 JIro6oii
0001 (5-9),
IIK <5
(2-4),
MAJIOYKA
Aynspa —
HET
MJIC-Ub-2 1-3 1-3 Hert v KM 10— JIroboit
000 19, IIK 5—-
19,
MAJIOYKA
Ayspa -/+
M/ C nexnaccupuuupyemblii (MIC-H)
¢ 1% 6mnacros B 11K 1-3 1-3 Her um KM <5, JTro6oit
060 IK = 15,
MAJIOYKA
Aynspa —
HET
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C JIMHEHHOM 1 3 Her nnn KM <5, JIro60i
IUCIIIA3uEN U JH000H IIK <1,
MAaHIUTONICHUEH MaJI0YKH
Aynspa —
HET
Ha OCHOBAHUU 0 1-3 <15® KM <5, MJIC-
IUTOT€HETUYECKUX IIK <1, aHoOMaJIuu"
W3MEHEHU N MAJIOYKH
Ayspa —
HET

KM - xocthbiii Mo3r; [1K — nepudepudeckast KpoBb. JlucIuia3us cuUuTaeTcs 3HAYUMOM, KOTIa
MPU3HAKU AUCIIIA3UU BbISIBICHBI B >10% KIETOK SpUTPOUIHOTO, TPAHYJIOLUTAPHOTO,
METaKapUOIIUTAPHOTO POCTKOB.

2 Yposenb remMornoouna <100 /11, abcomoTHOe KomuecTBo Heiirpodunos <1,8x10%m,
TPOMOOIIUTOB <100x10%1, monorTtoB <1,0x10%11.

® Eciiu 6nactsl B 11K onpenenensl B 2 u 6ojee aHAIN3aX.

* Ecimm KC >15%, 1o aTto MJIC ¢ KC n nuHeliHON qucIiia3uei.

" AHOMaJIMU KapuOTHIIA, HarnboJee yacto Berpevatomuecs npu MJIC: -5/5q-, —7/79-,
nsoxpomocoma 17q/t(17p), —13/13qg-, 11q-, 12p-/t(12p), 99-, idic(X)(g13), t(11;16), t(3;21), t(1,;3),
t(2;11), inv(3)/1(3;3), 1(6;9). AHomanuu kapuotuna +8, 200-, —Y 6e3 MopdosornuecKux

KpUTEPHUEB HE SBIIAIOTCS TOBOI0M BepudunmpoBats M/IC.

[Ipu rucTomornueckoM HcciIeqOoBaHUU TpenmaHoOuonTaroB y mamueHtoB ¢ MJIC wgarie
BCEr0 BBIABIIIOT HOpMO- WM runepkiaetounsldi KM, m Tompko B 10-15% ciydaes
oOHapy’KUBaeTcs TUIONIa3us KpoBETBOPHOI Tkanu U B 10-15% — ¢pubpo3 ctpomsl 2-3 crenenu,
yTo no3BosseT BoiaenaTh MJIC ¢ runomnnasueii kposetBopenus win MJIC ¢ pudpo3oM cTpoOMBI.
Hannbie ocobennoctu TeueHuss MJIC menecooOpa3Ho OTpakaTh B KIMHHYECKOM JIHArHO3€,
Hanpumep: MJIC ¢ u30bITkOM 65acToB-1, mporekaronyii ¢ Gudbpo30M CTPOMBI 2 CTENEHH; WU
MJC ¢ MyabTHIMHERHON JUCIUIa3UEN, IPOTEKAIOLIUI C TUIOINIa3uell KpOBETBOPEHHUS.

JlaHHO€ yTOYHEHME TIO3BOJSET MNPEANOI0KUTh OCOOCHHOCTH TeueHus 3a00JieBaHUs,
OTIpEeAeNUTh TAKTUKY Tepanuu U ee 3pPEeKTUBHOCTD, a TAKkKe BEpOsTHOCTh niporpeccuu B OJI.

MuenoaucniacTU4eCKue  CHUHAPOMBI,  Pa3BUBLIMECS  IOCIE  MPEAIIECTBYIOIIErO

OUTOCTATUYCCKOTO WK JIY4YCBOI'O B03HeﬁCTBHH, paHeC Ha3bIBABIINCCA «BTOPHUYHBIMH), B
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knaccuukanmn BO3 2017 1. OTHECEHBI B TPYMIy MHEIOWIHBIX HEOIJIA3Wi, CBS3aHHBIX C
IIPEALIECTBYIOIIEH Tepanuen.
C yderom HOBOI HOMeHKIaTypsl MJIC B Tabnuiie 2 mpeacTaBIeHO COOTBETCTBUE

BapuanToB MJIC no knaccudukaruu BO3 2008 r. u BO3 2017 r.

Ta6auua 2. CoorBercrBue BapuantoB MJIC no knaccudukannu BO3 2008 r. Bapuantam MJIC

o knaccupukamuun BO3 2017 r. [7,8]

BO3 2008 r. BO3 2017 r.

PedpaxrepHas nuToneHus ¢ TMHEHHON M/C c nuHelHOM nucIuia3uen

mucmnasueii: PA, PT, PH

PedpakrepHas anemMus ¢ KOJIbLIEBBIMU MJIC ¢ KonbLIeBBIMH cHIEpOOIacTaMu U
cuzaepoOnactamMu JMHEWHOH AMCILIa3uei

Pedpakrepnas uutonenus c M/C ¢ MynpTHIMHENHOW qucIia3uen
MYJIETHIMHEMHOM JUCIITIa3uen MJC ¢ KC u mynsTUnMHeHON AUCTLIa3uei

M/IC ¢ uzonupoBaHHOM nenenuen 5q

Pedpaxrepnas anemusi ¢ n30bITKOM MJC ¢ u36biTkoM OactoB-1
6nactoB-1

Pedpakrepnas anemusi ¢ U30BITKOM MJIC ¢ u36bITKOM 61aCTOB-2
6nactoB-2

MJIC ¢ n3oaupoBaHHOM Aenenueit 5q M/IC ¢ n3onupoBaHHOU aenenueit 5q
M/IC nexnaccupuuupyemblit MJIC nexnaccupuuupyembii

1.6. Knuunyeckasi KapTHHA 3200J1€BAHNMS WJIHM COCTOSHNA (IPYynnbI 32001€BAHNI HJIN

COCTOSIHMIA)

OcHoBHble knuHHYeckue mposiieHus MJIC wecrenuduuasl W Hauboyiee dYacTo

00yCJIOBJICHBI KaK KOJIMYECTBEHHBIMH, TaK M KA4YeCTBEHHBIMH W3MEHEHHUSIMHU CHCTEMBI
KPOBETBOPEHUS: IUTONEHUYECKUN CUHAPOM (AaHEMHUYECKUH CHHAPOM, TIeMOpparuvyecKui
CUHApPOM, JieHKOomneHus), HWH(MEKIMOHHBIE OCIOXHEHUS, B-CUMITOMBI, He3HAYUTEIbHAs
CIIJICHOMETaJIusl, Ay TOMMMYHHBIE TIPOSIBIICHHSI.

AyToMMMYHHbIe mposiBjeHusi ~ B 10% caysaee MJIC wmanmdectupyer c

AYTOUMMYHHOTO rmpounecca: CHCTEMHBIH BAaCKYJIUT, HerOTI/I‘-ICCKI/Iﬁ IMaHHUKYJINT,
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CEpOHETaTUBHBII apTpHuT, peBMaTHUecKast MOJIMMUAIITHS, Kymb6c-nonoxurensuas

reMOJINTUYCCKAs aHEMUs, TIEPUKAPINT, TieBput [1-5].
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2. JlnarnocTuka 3a00/1eBaHUS] WM COCTOSHUSA (TPYNIIbI 3200/ 1€BAHNH
WJIN COCTOSIHM), METUIIMHCKNE MOKA3AHUSA U POTUBONOKA3AHUSA K

NMPUMEHECHNTI0 METOA0B TUATHOCTHKN

Mnocue peKOMeHaOSCZHHble Memoobl OUASHOCMUKU 3a00/1e6aHUsA U CEAZAHHBLIX C HUM

COCMOSIHULL UMEIOMm OCPAHUYEHHYIO 00Ka3ameﬂbHyIO 6(13)/ 6 coomeenmcmeuu Co wKalamu OoyeHKu

yposus 0ocmoseprocmu dokazamenvemé (YIA) u yposua ybeoumenbHOCMuU peKoMeHOayuu

(VVP) no npuuune omcymcmeusi noC8AUEHHbIX UM KIUHUYECKUX ucciedosanuil. Hecmomps na

9MO, OHU SAGIAIOMCA HEOOXOOUMBIMU dTIeMEHMAMU 00CNe008aHU NAyueHma OJisi YCMAHOBIEeHUs

ouaznosa u 6bl60pa mMAaKkmuKu j1e4eHusd, makK KakK bonee Sde)ek'mlleHble U OOKA3AHHbIE MEMOObL 8

Hacmo:Aulee e6pems He pa3pa60maHbl.

lna eepugpuxayuu ouacroza MJIC credyem yuumvieamv HAOOp HEOOXOOUMBIX U

pewarowux Kpumepues.

1. Heooxo0umsle kpumepuu

® CmabunvHnas yumonenus 8 1 unu 601ee pocmkax 6 meuenue >4 mecsyes, @ YaCMHOCMU.:
yposenv cemoznobuna <110 2/1, konuvecmso neiimpogunos <1,8x10%1, mpomboyumos —
<100%10%x.

® Omcymcmeue Opyeux 2emamonocudeckux U He2emMamonocuieckux 3a0onesanul,
KOmMopbvle NPOMeKarom ¢ YumoneHusiMu.

2. Pewatowue kpumepuu

® Jlucnnazua >10% om 6cex Kiemok 3pumpouoH020 U/Uiu cpamyioyumapHozo, u/uiu

mezakapuoyumaproco pocnikoe, 6blsi6/IeHHAA npu M0p¢0]l02u’~l€CKOM uccneoo8anuu

KOCMHO020 MO32d.
® >/5% KC unu >5% KC 6 couemanuu ¢ mymayueii SF3B1.

® 5-19% 6nracmuvix knemok ¢ KM unu 2—19% 6Oracmuvix kiemok 6 nepughepuueckotl

Kposiu.

® Tunuunvlie anomanuu kapuomuna (—(, SQ— u 0Op.), 6visaGIeHHbIE NPU CMAHOAPIMHOM

yumoezenemuueckom uccieoosanuu uau memooom FISH.

3. lononnumensvhole Kpumepuu

Ecnu ecmv neobxooumsie kpumepuu (1), Ho nem pewarowux Kpumepues (2), Ho ecmo
KIUHUYeCKas Kapmuua, o0YClo6NeHHAs MAKPOYUMAPHOU anemuell U mpauc@y3uoHHoU

3A8UCUMOCMBIO, MO NOOMBEPHCOCHUEM OUACHO3A MOZYM DbIMD.
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o  Amunuynoii ummyrnogpenomun kremox KM co mmnoocecmeennvimu  MJ[C-
aAccoyuUUpOBaHHbIMU  aDeppayUAMU, BbIAGIEHHbIN NPU UMMYHODEHOMUNUPOSAHUU U

nOOMEePHCOAIOUULL MOHOKTIOHATILHYIO NONYAAYUIO IPUMPOUOHBIX U MUETIOUOHBIX KIEMOK.

® [Ismenenus 6 eucmonoeuveckou kapmune KM, 6 mom uucnre u npu

UMMYHOSUCIOXUMUYECKOM ucciedosanuu, noomeepicoarowue MJIC [9].

Juaenoz MJ[C noomeepocoarom u npu MeHee 3HAYUMOU YUMONeHuu (Hanpumep,
eemozenobun 115 2/n, konuuecmeo mpomboyumos >100%10%1), ecnu npu yumozenemuueckom
uccneoosanuu KM eviasnensvi 0ocmosepHnuvle usmenenus kapuomuna, xapaxmeptule oas MJ[C.

Ipusnaxku muenooucniasuu mozym eviagiamoecsa ¢ KM uiu nepugepuueckoii kposu ne
monvko npu MJ[C, Ho u npu Opyeux 3a001e8aHUAX HEKIOHAIbHO20 XapaKmepd.

1. Juzspumponoss mosicem HadI00amvCs npu.:

Bio/ponamoeghuyummnuix anemusx;

®  8POJICOEHHOU OUZIPUMPONOIMUYECKOL AHEMUU,

®  QYMOUMMYHHBIX 2EMOTUMUYECKUX AHEMUSX,

®  napoxcusmManbHou HouHou cemoenoounypuu (I1HI),

®  ANIKO2ONLHOU UHMOKCUKAYUU,

o supycuvix uHgexyusax (cenamumel B u C, supyc ummyHnooedpuyuma uenosexa
(BUY), supyc Onwumenina—bapp (ObB), napeosupyc B19);

® uH@exkyuounvix  3a00ne8aHUAX  (MUTUAPHLIL — MYOepKyne3, — Manapus,
NeUUMAHUO3),

® ompasieHuu OEH3UHOM, CEUHYOM U OPYSUMU MANCENbIMU MEMALIAMU,

®  KaK nposeieHue napaneoniacmuyecKkol peakyuu, 8 mom 4ucie npu 6081e4eHul
KM npu numegpomax/netikosax;

®  QYMOUMMYHHBIX  3a00Ne6anuax  (cucmemuas — KpacHas — 60J4AHKA,
AYMOUMMYHHBLUL MUPEOUOUn);

o Oeguyume meou u/unu uzbbimounom nocmynienuu yurnka ¢ nuweu [10,11].

2. [lucepanynonoss moxcem HAOIOO0AMbCA:

® npu  UCNONL30BAHUU  JEKAPCMEEHHbIX — npenapamos  (uenoseyecKutl
PEKOMOUHAHMHDBLU 2PAHYTIOYUMAPHBLU KOAOHUecmumyaupyiowui gaxmop (I -
KC®), ummynooenpeccanmot);

o npu supycuvix ungexyusx (BUY, S5B);

®  KaK npossienue NapaHeoniacmuieckol peaKyuu,

e nocne xumuomepanuu (XT) u 6 nepuoo éoccmarnosnenus KM.

3. Hucmezaxapuoyumonoss moscem HaOI00ambCs:
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o npu BUY-ungpexyuu;

®  PeaKmu8HOM/NAPAHEONIACIUYECKOM Mueroghuopose;

® nocie mpauncnianmayuu Kocmuo2o mozea (TKM) u nposedenrotl xumuomepanuu.
Ouenwv sadicHo npu nposedenuu ouggepenyuanrvron ouacnocmuxu MJ[C yyumvieamo
aHamumecmuyeckue OAHHble 00 UMEOWUXCS XPOHUYECKUX 3a00/1e6aHUsiX, KOMopbvle
MO2ym NpPOMeKamsv ¢ YUMONEHUUeCKUM CUHOPOMOM, NPeOuleCmEyiouux XUMuo- uiu
Jyue6ol mepanuu, UMMYHOMEPAnuy, 1e4eHuu npenapamam. paouoaKkmusHozo 1ood,
npogheccuonanbHbIX 8PeOHOCHIAX, CEA3AHHBIX C 6030€lCMBUEeM BPEOHbIX Geujecms
(ocobenno benzona), ynompeobaeHuu aiKo2os, KypeHuu, CKIOHHOCMU K CHOHMAHHbIM
KpoBOmeueHusM U uHpexyuim. Y monoovix nayueHmos HeoOXoO0umMo NPUHAMb 60
BHUMAHUE COCMOSIHUSA, YKA3bIBAIOWUEe HA HACIeOCMBEHHblEe HAPYUEHUs 2eMONn03d3d,
makue Kak anemuss Paumkonu u 3a0071e6anus, C6A3aHHbIE C HApPYULeHUeM OJIUHbL
menomep (HacieocmeeHHwlll ouckepamos u 0p.). s  nojicunvlx nayueHmos
HeoOX00UMO UCKTIOUUMb 6MOPUYHBILL XAPAKMep UMEHEeHUll, 6 Nnepsylo ouepedb
ACCOYUUPOBAHMBILL €  CONUOHBIMU onyxoaamu. Ilpu omcymcmeuu yeenuueHus
KOIu4ecmea ONACMHbIX KAeMOK U/UU XapakmepHvlX AHOMAIUL Kapuomuna OUuacHo3
MJ[C signsiemcsi Ouacno30m UCKIIOUEHUS, MPeOyOWUM MAmenbHO20 U NPUCMATbHO20

00C1e008aHUA U OUHAMUYECKO20 UCCIe008AHUS KOCIMHO20 MO32d.

2.1. /Kajao0bl 1 aHaMHe3

VY Bcex manueHTOB mnpu mogo3peHnn Ha MJIC ¢ 1ebl0 YTOYHCHHS JUAarHo3a W BbISBICHHUS
KJIMHUYECKH 3HAYUMBIX CONMYTCTBYIONIMX 3a00JeBaHWMN Tpu cOope xkamod W aHaMHe3a
peKOMeHIyeTcsl O0paIiaTh BHUMAaHUE Ha BPEMs TOSBJICHUS TIEPBBIX JKAJI00, TMHAMHUKY Pa3BUTHUS
3a00JIeBaHKsI, HAJTMYKE COMYTCTBYIOMICH MATOIOTHH, TPOPECCHOHATBHBIC BPEIHOCTH U YCIOBHUS
JKH3HH TMalMeHTa, paHee MPOBOAMMYIO TEPAlHI0 MO TMOBOAY JAPYrux 3abosieBaHuil (0COOCHHO
OHKOI'eMaTOJIOTHYECKHX, ayTOMMMYHHBIX U 1p.) [1-5].

YpoBenb  yOenurTeabHOCTH  pekomeHaanmii C  (ypoBeHb  I0CTOBEPHOCTH

0KA3aTeJbCTB — 5)

Kommenrtapuu: npu M/C cneyuguueckux scanob ne cywecmsyem. Haubonee uacmo

n08000OM 0I5l 0OPAWEHUs ABIAIOMCA AHeMUYecKue Hcanodwl (c1abocmo, YMomaaemocms,

CHUDICEHUE MONIePAHMHOCIU K (QU3UYECKUM HA2PY3KaM), pedce — 2emMoppauideckuil

CUHOPOM U UHGDEKYUOHHBIE OCLONCHEHUSL, NPOOOJIHCUMENLHOCMb aHamHe3a om 1 mecsaya

00 HeCKONIbKUX Jlem.

2.2. PuzukajabHOE 00CIe10BAHUE
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BceMm manmenTtam ¢ nogo3penrieM Ha MJIC win noareepxkaeHHbsiM MJIC pexkomenayercs
MPOBOJIUTH (PU3HMKAITBLHOE 00CeI0OBaHNE ISl BEpUPHUKAIIMK JUArHO3a H JJHUHAMUYECKOTO
HaOmonenus [1-4].

YpoBeHnb  yOenuteabHocTH  pekoMenaammii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: npu @uszuxarohom ocmompe He0OXO00UMO OYEHUBAMb: COCMOSHUE
KOJICHBIX NOKPOBOB, CIUUCBIX; HATUYUE UTU OMCYMCMEUE NPUSHAKO8 2eMOPPAULECKO20
U OMeYHO20 CUHOPOMA, CHeYUDUUECKO20 NOPANCeHUs KOXHCU, 2eNamoCHIeHOMe2dIUlU,
aumpoadenonamuu, npusnaxkos oucpyuxkyuu I[HC, cepoeuno-cocyoucmoti, ne2ouHoll,
MOUeBbl0eUMENbHOU, SHOOKPUHHOU U KOCIHO-CYCMABGHOU CUCTIEM, OP2AHO8 HCEYOOUHO-
KUweyHo2o mpakma. [{is paciema niowaou no8epxXHocmu mejia Heooxo0umo usmeperue
pocma u maccel meid, u nepeo KaxcObiM KYPCOM mepanuu — eca nayuewma OJis

akmyajiusayuu OaHHbIX.

2.3. JIa0opaTopHbIe IMATHOCTHYECKHE HCCAST0BAHNSA

Beoywumu cumnmomamu MJ[C senssiomes yumonenuu, Komopbvle OUacHOCMUpYiom npu
CMOUKOM CHUMNCEHUU 2eMamoa02UdecKux noxkasamenel Huxce nopo2ogulx sHadeHuu: Hb
<110 2/n wumu abcomomnozo uucia Hetimpogunos (A4H) <1,8x10%, u/unu
mpomboyumos <100x10%n. Bce Ouacnocmuueckue npoyedypbl HANPasienvi Ha
UCKTIOUEHUEe — PeaKmUuGHbIX  YUMONEHUU Ul  Opyeux  KIOHAIbHBIX — 3a0071e6aHUll
KPOBEMEOPHOU CUCTEMbI.

Cnexkmp 1a00pamopHvIx UCCIe008aHUll, KOMOPbLU NOMONCEM 8 8epupurkayuu OUacHo3a
M]J]C, npeocmasnen Hudice.

Ilocne noanoco  mepaneemuyeckoeo  006CIe006aHUL  NAYUEHMA,  UCKTIOUUBUUEO
«BMOPUYHBIIY XApAKmep YUMONEHUU, HeoOX00UMO HNpOBedeHUue 2eMamoiocUyecKoeo
06cne0osanus, KOmopoe 8Kadaem 6 ces:

RYHKYUIO KOCMHO20 M0O32a ¢ ucciedosanuem acnupama KM:

— yumonoeuveckoe ucciredosanue KM 0ns svlsasienus KauecmeeHHbIX U KOIUYECBEHHbIX
usMeHeHuli 8 Kiemouynom cocmaee KM;

— YUMOXUMUYECKOe UCCIe008aHUE KIEeMOK dPUMPOUOHO20 PAO0A HA HATUYUE KONbYEBbIX
@opm cudepobracmos;

— YyumozeHemuyeckoe Uccie0osanue 0 OnpedeneHus: Kapuomund,

— uMMyHogenomunuyeckoe uccieooeanue KM 0na eviagnenus yumomempuyecKux
NPU3HAKO8 OUCMUETIONNI3A;

— MOJIEKYIAPHOe UCCLe008aHUe OIS BbIABNeHUsL 0COOEeHHOCMell 3a001e8aHUsL;
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mpenanodouoncuro KM ¢ nocnedyiowum ucmono2uveckum u npu HeoodXooumocmu
UMMYHOUCTOXUMUYECKUM ucciedosaruem KM.

Ilepsuunoe noomeepaicoenue MJC yenecoobpazno npogooums 6 Cneyuaiu3upo8anHvlx
2emMamonocuieckux yenmpax (omoenenusx). s adekeamuou sepuguxayuu ouasHo3a u
OYeHKU OUHaMuKu meyenusi bone3nu mpebylomes nosmophule ucciedosanus KM uepes
HECKOJIbKO Hedelb, Mecayes Uil 0axjice Jien.

Juacnoz MJIC sensiemcsi npagomounvim, eciu nocie 4 mecsayes Habno0OeHUss He Obllo
OUACHOCMUPOBAHO  H0O0e  Opy20e  2eMamoslo2uUdecKkoe Ul — He2eMamonocuiecKoe
3abonesanue, KOMmopoe Moo Obl 00BACHUMb HAIUYUE YUMONEHUU. J{aHHbII 8PEMEHHOU
unmepean Haubonee onpasoau OJisi Nayuenmos 06e3 uzoblmKa ONACMHBIX KIemOoK C
YUMONEHUIMU, He MPeOyIouuMU NPOBeOeHUsl 3aMeCUmebHOU Mmepanuu KOMNOHEeHmamu
Kposi. Ilpu  evisgnenuu  ysenuuenus KOAUHeCmed ONACMHLIX — KIemOoK — u/uiu
yumozeHemuueckux abeppayutl u KIUHUYECKU 3HAYUMOU yumonenuu, ouacrnosz MJ[C
Modicem Oblmb YCMAHOBLEH CPA3Y HA OCHOBAHUU OAHHBIX NOIHO20 2eMAMOJI02UUEeCKO20
obcnedosanus, bes nepuoda OuHamu4eckoeo Habnoenus. Jna eepugukayuu ouacHosa,
onpedeieHusi 6apuanma 3a00/1e6aHuss U 6blOOPA MAKMUKU Mepanuu HeodXo0uUMo

nposecmu NOIHOe mepanesmuyeckoe u cemamonocuieckoe oocreooganue [1-5].

Bcem nanmentam npu nogo3pennu Ha MJIC, a Takxke mocine Bepudukaium 3a001eBaHus B
TE€YEHHE BCEro Meproja HaOIIOICHHS U JICYCHUS PeKOMEHAyeTcsl BBIIOJHEHHE O0IIero
(KITMHHYECKOT0) aHaJIM3a KPOBH Pa3BEPHYTOIO C MOICUETOM JICHKOIMTAPHON (HOPMYIIBI, C
MOJICYETOM  KOJIMYECTBA TPOMOOIIMTOB M PETHKYJOIHMTOB HA aBTOMATHYCCKOM
aHaIIM3aTope C MENbI0 OMpeIeIeHNs MPUHAMAISKHOCTH K rpynmne pucka (cM. paszen 7.1
JIAHHBIX PEKOMEH/IAINiT) ¥ BEIOOpA TAKTUKH JieueHus [12].

YpoBeHb  yOeqUTEIbHOCTH  pekoMeHAanmuMii A  (YpOBeHb  JT0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

KommenTapuu: gviasiennvie usmenenus (cemoenodoun <110 /1 u/unu abconrromuoe wucio
netimpogunos <1,8x10%1 w/unu mpomboyumos — <100x10%1 npu nanuuuu npusnaxos
oucmuenonosza u opyeux kpumepues MJ[C) nozeonam eepugpuyuposams ouazcrnoz MJ]C,
onpeoenums NPUHAOIEHCHOCb K 2PYINE PUCKA U NOMO2YM 6 8bl00pe MAKMUKU mepanuu.
Yacmoma uccnedosanus sasucum om eapuanma MJC, KiuHuyecKux nposgieHuil u
NPOBOOUMOL Mepanuu U MOXNCem KONeOamvcsi Om  eHCeOHeBH020 UCCIe008aHUsl 00

edlcekeapmanvroz2o. Ilpu uacmom onpedenenuu, 0cobeHHO 8 nepuoo NPosedeHUss mepanuu,
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603MOIJCHO  6bINOJIHEHUE  KIUHUYEeCKOo20  aHajluza Kpoeu HA  aemomamudecKkom

aunanuzamope, 6e3 noocuema 1eUKOYUMapHoU QOpMyivl 8 PYYHOM pedtcume.

IIpu mpomboyumonenuu yenrecoobpasen nepecyem mpomoOOYumos npu MUKpOCKONUU
Maska nepughepuyeckoll Kposu ocobeHno Ha momenm eepugurayuu ouaenoza M/C, max
KAK npu HAIUYUU 2U2AHMCKUX popm mpomooyumos 603MONHCHO 3AHUNCEHHOE KOIUUECTNEO

mp0M60L;um06 npu noocuyeme Ha A6MOMAMUYECKOM araiuzamope.

Bcem nmanmentam npu nono3penun Ha M/IC, a Takxke mocie Bepudukanun 3a001eBaHHS
B TE€UYEHHE Bcero nepuoaa HadmoaeHus u aedeHus MJIC pexkoMeHayeTcsi BHIIIOJHEHUE
o01iero (KIMHUYECKOT0) aHaJIM3a MOYM JJIs IMarHOCTUKU CONYTCTBYIOIEH MAaTOJIOTUH, a

TAK)Ke JIUIsSI OLIEHKHU Pa3BUTHS HEYPOTOKCHYHOCTH HA (OHE MPOBOAMMOI Tepanuu [1,2].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (YypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

Kommenrtapuu: vacmoma uccneoosanus 3asucum om eapuanma MJ]C, xnunuueckux
nposeneHull U NPOBOOUMOU Mepanuu, U MoHCem KOoaebamvcsi Om eHceOHe8HO20
UCCNe008aHUsL 00 eHCe200HO20.

Bcem nanmentam npu nopo3penun Ha MJIC, nocine Bepudukaiiiy 3a00j1eBaHus B TEUCHUE
BCEro Meprojia HaOIIOCHUS U JICUCHUS! PeKOMEHyeTcsl BBIOJIHEHNE OMOXUMUYECKOTO
o0lIeTepaneBTUUEKOr0 aHajdnu3a KpPOBU C OINpeAelieHHeM YpOoBHS oOmiero Oenka,
anbOyMHHOB U IJI00YJMHOB, MOYEBHHBI, KpEaTUHUHA, OMIMpyOnHa oOLIero, NpsMoro u
HETPSIMOTO;  aJlaHMHAMUHOTpaHc(epaspl, acmapraraMHHOTpaHcdepasbl, IIEIOYHOMN
docdarassl, TaKTaTAETHIPOTeHA3bl, YPOBHS XOJIECTEPUHA, TPUTITHIIEPUIOB, TTIOKO3BI IS
BBISIBJICHHUS COITYTCTBYIOIIEH MATOIOTHH U onpeaencHus takTuku tepanun MJIC [1,2,4,5].
YpoBenb yOenuteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrapuu: sepuguxayus omxioHeHUuti om HOPMAIbHLIX 3HAYEHUL NOMONCem
onpeoenums 06vbeM ONYX01e80L MACCyl, HATUYUE NPUSHAKOS 2eMOIU3A U CONYMCmayioujel
namonocuy, a makxice OYeHumsv pazeumue NnoOOUHbIX AGIEHUU HA (OoHe NpPo8oOUMOl
mepanuu. Yacmoma ucciedosanus u napamempsl OUOXUMULECKO20 AHAIU3A 3AGUCAM OM
sapuanma MJ]C, KmuHuyecKux nposeieHull U NPOBOOUMOU MePAnUU U MOHCEM
KOebamovcsi Om enHceOHe8HO20 UCCIe008aHus 00 edcekgapmanvHozo. Illpu uacmom
npogedeHUl UCCIe008AHUL BO3MONCHO MOHUMOPUPOBAHUE MOIbKO KIUHUYECKU 3HAYUMBIX
napamempos.

Bcewm narnmentam npu nogo3penun Ha MJIC, a taxke nmocne Bepudukanum 3a00aeBaHusl,

BO BpEMA BCCTO II€pUOaa Ha6J'II021€HI/I${ u JICUCHUA PEKOMEHAYETCH MCCICIOBAHUC
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CBIBOPOTOYHBIX TIOKa3aTesield MeTaboanu3Ma xeresa (Kene30, o011as skeae30CBI3bIBa0IIast
CIOCOOHOCTh ~ CBHIBOPOTKH, (EppUTHUH, TpaHcheppuH, HaCBIIIEHWE TpaHceppruHa
KEJIe30M), C MEPUOUIHOCTHIO 1 pa3 B 3—6 MecA1IeB JIJIsl OLICHKU HAJIMYUS WIH OTCYTCTBUS
nepuUTa Keneza, a TaKkKe OMPEeNIeHUsT HCXOIHOTO YpOBHS (EeppUTHHA CHIBOPOTKU
KpOBU M €ro M3MeHeHHus Ha (hoHEe Tepamnuu, CBOEBPEMEHHOIO Ha3HAUEHUSl XeIaTOpPHOU
Teparuu u OLeHKH ee dpdexTuBHocTH [1,2,4,5].

KommenTapuu: npu nosviwenuu gheppumuna col8Opomxu yenecooopasHo onpeoenims
rkonyeumpayuro C-peaxmusnozo beaxa (CPB) oOns uckirouenuss 60CNanumenbHo2o
xapaxkmepa uzmeHeHul.

YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Bcem manuenTtam npu noposzpennu Ha M/IC, nocne Bepudukanuy auaro3a B TEUCHUE
BCEro Nnepuoja HaOMI0ACHUS U JICUCHUSI peKOMEH/1yeTCsl OTpeielieHne YPOBHS BUTAMHHA
B12 (unanokobanamuH) 1 (HOTMEBOI KMCIOTHI B CBIBOPOTKE KPOBH JIJISl OIEHKH JAehUIINTA
BUTAMUHOB TpyIIbl B U Ha3HaueHUs] COOTBETCTBYIOIICH Tepanuud NpU UX AePUIUTE
[1,2,4,5].

YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrtapuu: npu nposedenuu mepanuu MJC yenecoobpazno onpedensims 3Ha4eHUs
sumamuna B12 u ghonuesou kuciomel 6 coleopomke Kposu om 1 0o 4 paz 6 200.

Bcem manuentam npu Bepudukammu auarHoza MJIC u3 rpynmbsl HU3KOTO pucka (CM.
pasnmen 7.1 NaHHBIX PEKOMEHIANMI) PeKOMeHIyeTcsl, 10 Hadaua TpaHc(y3HOHHOM
TEpaluyd  SPUTPOLUTCOACPIKAIIMMUA  KOMIIOHEHTaMH,  MCCIIEJJOBAaHUE  YPOBHS
SPUTPONOITHHA KPOBU JUIsl OINPENIEIEHUS] TAKTUKN TEepaluy, B YaCTHOCTH, BO3MOXKHOCTH
Ha3Ha4YeHUsl 3puUTponod3ctumynupyoomux mnpenapatos (OIICII) g nanueHTOoB C
anemusimu [13].

YpoBenb  yO0enuTebHOCTH  pekoMeHaanuii A  (YpoBeHb  [10CTOBEPHOCTH
0KA3aTEJbCTB — 2)

Bcem nanmentam ans Bepudukarun quarnoza MJIC v Ha BceM MPOTSHKEHUH HAOTIOACHUS
MIPU TOSBICHUU KIMHUKO-TA00pPAaTOPHON KapTHHBI Pa3BUTHUS TE€MOJUTHUECKON aHEMHH
PeKOMEHAYyeTCsl BBHIMONIHEHUE TpsiMold mpoObl KymOca W wucciemoBaHWe YpOBHS
ranToriaoouHa kposu [14].

YpoBenb  yOenuTeJbHOCTH  pekoMeHaaumii B (ypoBeHb  [10CTOBepHOCTH

0KA3aTEJbCTB — 3)
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KommenTapuu: npu nosseienuu  KIUHUKO-1aOOpAmMOpPHOU — KAPMUHBL  PA3GUMIUSL
2eMONUMUYECKOU — aHeMuu  HeoOX00UMO  UCKIIOYUMb — AYMOUMMYHHbIL — Xapakmep
U3MeHeHUII.

[TanmenTam ¢ xomuyecTBOM OyiacTHBIX KieTok B KM menee 5%, a Takyke mpu HaIU4uu
KJIIMHUKO-JIa0OpaTOPHBIX MPU3HAKOB BHYTPUCOCYJUCTOIO IeMoJiM3a MpU BepuUKaALUU
muarnoza MJIC, a Takke NOpuU HUX TOSBICHUU B IEPUOJ HAOIIOJIEHUS U JICUCHUS
PEKOMEHIYeTCsl HCCICIOBAHUE KPOBU METOJOM IMPOTOYHON HUTOGIYOPUMETPHH IS
BBISIBJICHUS KJIOHA KJICTOK MapOKCH3MalIbHOW HOYHOM remornoounypuu (ITHT) [15].
YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumidi C  (YypoBeHb  J10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapuu: namuuue I[IHI-xknona y nayuenmos ¢ MJ[C onpedensemcsa ¢ 18—25%
cnyyaes, u pasmep KIOHA MOMCEM 6aApbUpO8AMb OM MUHOPHO20 00 KIUHUYECKU
sHauumozo. Ilpu obnapysicenuu mpombomuueckux ocirodcHenui nayuenmam c IITHI -
KJIOHOM MOdiCem nompedo8amvCs COOmMEemMCcmayouwds mepanus.

Bcem mammentam npu  Bepudukanumu  MJIC  pexoMeHayeTcsi  MCClEIOBaHHE
koaryiorpaMmmbel  (AUYTB, mporpoMOuHOBOE Bpems, MPOTPOMOMHOBBIM  WHJEKC,
(GbuOpHUHOTEH, arperanus TPOMOOIIMTOB) BO BPEMs IIPOBEICHUS CIICITUPUICCKON TEPAITHH,
nepei UHBA3MBHBIMHM BMEIIATENIbCTBAMU (CTEPHAIBHOM MYyHKIUMEH, TpernaHoOUOTICHEH,
YCTaHOBKOH IIEHTPAJIbHOTO BEHO3HOT'O KaTeTepa, ONepaTUBHBIMHU BMEIIATEILCTBAMHU ), IS
OILICHKH COCTOSTHUSI CBEPTHIBAIOIIEH CHUCTEMBI KPOBH, a TaKkKe OeIOK-CHHTETUYECKOM
¢byukiuu neuenu [1,2,4,5].

YpoBenb  yOenutenbHocTH  pexkoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH
J10KA3aTeJILCTB — D)

KommenTapuu: npu ewviaeieHuu usmeHeHulli 8 ceepmuvléaroujeli cucmeme Kposu
NPOBOOUMCSL UX KOPPEKYUSL.

Bcewm narnuentam ¢ nonospenuem Ha MJIC, a Taxke moarBepxkaeHHBIM auarnozoM MJIC
MPH  Pa3BUTUU TSOKEIBIX HWHQPEKIMOHHBIX OCIOXHCHHA BO BpeMsl IPOBEICHUS
crenuduaeckol Tepanuu peKOMeHAYeTCsl MMMYHOXHMUYECKOe HCCIeA0BaHNE OCIIKOB
CBIBOPOTKH C OIpEAeNIEHHEM YypOBHS HMMYHODIIOOYIMHOB KiaccoB G, A, M,
napanpoTerHOB, KpuornoOyanHoB, C-peakTuBHOTO Oenka [16-18].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KomMmeHTapumn:  guisggniennvie  uU3MeHeHUs  NO3601AmM  Onpeoenumv — MAaKMmuKy

COI’lpO@O()MmeﬂbHOZZ mepanuu Ha pasHblx smanax npoeedeHuﬂ cneuuqbuuecxoﬁ mepanuu

MJIC.
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Bcem mammentam ¢ mogo3penrieM Ha MJIC, a Takxke Tpu MOSBICHUM CUMIITOMOB,
XapakTepHbIX  JJI1  ayTOMMMYHHBIX  3a00JIeBaHUN  COEAMHUTEIBHOW  TKaHH,
PEeKOMEHAYeTCsl MCCIEJI0BaHUE MapKepOB BOCHAJIEHUS COECJUHUTENBHOM TKaHU
(aatuctpenromm3ua—O (ACJI-O), peBmarouasbiii dakrtop, antu-JAHK u ap. ) misa
JIMAarHOCTHKH ayTOMMMYHHBIX 3a00seBanuii [19].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumidi C  (YypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

KommenTapuu: aymoummyHnnvlie 3a00ne6anus cOeOUHUMENbHOU MKAHU HEpeoKo
npomexkalom ¢ YUMONEHUYECKUM  CUHOPOMOM, 4mo  mpebyem  npogedeHus
oughghepenyuanvuoii ouacnocmuxu MJC, 6 mo oce epemsa npu MJ[C ¢ 10% cryuaes
8bIAGNAIOMC CUMNIMOMbL U MApKepbl ayMOUMMYHHbIX 3a00N€8aHUll COeOUHUMENbHOU
MKAHU.

Bcem nanmentam ¢ nogo3penuem Ha M/IC u Bo Bpemst najibHeilIero jgeueHus He mexee 1
pasa B ToJl peKOMeHAYITcsl onpeneneHue antuten kiaccoB M, G (IgM, 1gG) k Bupycy
ummyHo edumuta uenoseka BUU-1/2 (Human immunodeficiency virus HIV 1/2) B kpoBu;
MOJIEKYJISIpHO-OHOJIOrHUecKoe ucclieoBaHre KpoBu Ha Bupyc renatuta B (Hepatitis B
virus) u Ha Bupyc remarutra C (Hepatitis C virus); onpenencHue aHTUTEN K OJIeTHOU
tpenoneme (Treponema pallidum) B KpoBH; 11 HCKITIOYEHUST HAJTMYUS COITYTCTBYIOIICH
naronoruu [1,2,4,5].

YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [IOCTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuu: ons uckiouenus yumonenuu, cés3anHol ¢ unguyuposanuem BUY, npu
8bIAGICHUU — NOJIONCUMEIbHbIX — MAPKepo8  —  HA4al0  NPOMUBOBUPYCHOU U
anmubaxkmepuanvrou mepanuu. Ilpu nooospenuu Ha Harudue 0cmpo20 Uil XpOHU4eCcKo20
8UPYCHO20 2enamuma npoeooUmcs onpeoenenue penauxayuu supycos cenamuma B u C
cvlgopomke Kposu. Ilpu  6vlasneHuu  NONOHCUMENbHLIX  MAPKEPO8 —  HAYAL0
NpOMUBOBUPYCHOU MePaAnu.

[TaruenTaM ¢ ATUTENBHON IMTONEHUEH MpPU HATMYUU AMH30/0B CcyOdeOpuinbpHOl win
(bebpunpHON MuXopanku ans Bepudukanuu nuarnoza MJIC, a takke mpu MpoBeeHUU
tepartmt - MJIC Cc  1enabl0  UCKIIOYEHHS] HAIWYUS COIMYTCTBYIOIIEH TMATOJNOTHH
PEeKOMEeHAYIOTCH MOJIEKYJIIPHO-OMOJIOTHYECKOe HCCileIoBaHNE KPOBU HA BUPYC MPOCTOTO
reprieca (Herpes simplex virus); ompeneneHue aHTHTEN K BUPYCY IMPOCTOro repreca
(Herpes simplex virus) B KpoBU; MOJEKYISIPHO-OMOIOTHYECKOE UCCIIE0BAHUE KPOBH Ha
nuTomeranoBupyc (Cytomegalovirus); onpeaenenue anturen kiaaccoB M, G (IgM, 1gG)

Bupycy Dmiureitna—bapp (Epstein—Barr virus) B kpoBu [1].
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YpoBenb  yOeaurTeqabHocTH  pexkoMeHaauuid C  (YpoBeHb  /10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommeHnTapuu: npu evisgnenuu nonoiCumenbHulX MapKkepos U HAIuduy XapakmepHou
KIUHUYECKOU KapMUHbl — HAYan0 npomu8o8UpyCHOU mepanuu.

Bcem manmentam ¢ HB<100 r/m u kxpacHbiM pocTtkoM MeHee 10% pexomeHayercs
MOJIEKYJISIPHO-OHMOJIOrMYECKOe HCCle0BaHNEe Mepu(pepuyecKol KPpOBU W/WUIM ITyHKTaTa
KocTHOro mo3ra Ha mnapBoBupyc B19 (Parvovirus B19) mis onpeneneHust Hamuqus
uHpuIMpoBanus napsosupycom B19 [20].

YpoBenb  yOeauresbHocTH  pexkoMeHaaumid C  (YpoBeHb  /10CTOBEPHOCTH
J0Ka3aTeJabcTB — 4

KomMmenTapuu: npu eviseieHuu noioicumenbubvlx Mapkepo8 — Ha4auo cneyuhuieckou
mepanuu.

[TaruenTam ¢ M30JIMPOBAHHON aHeMHE, 0COOEHHO B MOJIOJIOM BO3pacTe, MpH HAIWYUH
NpU3HAKOB TeMosn3a Juis Bepudpukauuu auarHoza MJIC  pexomeHnayercs
KOJMYECTBEHHAs! OIICHKAa COOTHOIIEHUS THUIIOB TEeMOTJIOOMHA Ui HCKIIOYCHHUS
BPOXKJICHHOU TeMOJIUTHYECKO# aHemuu [21].

YpoBenb  yOenutenbHocTH  pekoMengaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

KommeHnTapuu: guinonnenue 0anHo2o 8uda ucciedo8aHus 603MOHNCHO MOIbKO 8 HAYUHbIX
yeHmpax u /unu 8 pamKax Hay4Hslx uccied08aHull.

[TaruenTam, y KOTOpPBIX MpPU LUTOXUMHUYECKOM HCCIEIOBAaHUU HSPUTPOKAPUOIIUTOB
ompenensaorcs KC Oonee uem B 15%, nis uckiodeHHs AepUIMTAa WIM U30BITKA
MHUKpPO3JIEMEHTOB €  LENbl0  JU(PEPEeHLUUANbHON JIHarHOCTUKA  PeKOMEHAyeTcsl
UCCIIeIOBaHNE YPOBHEH MEH U IIMHKA B CBIBOPOTKE KpoBH [22,23].

Yposenb  yOenurtenbHocTH  pekoMeHgamuii C  (YypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuu: npu svisignenuu usmenenuti — npogedeHue ux KOppeKyuu.

Bcem manueHTtamM ¢ [UTONEHUYECKHMM CHHIPOMOM, a TakXke INpU JUIMUTEIbHOM
HaOJII0/IEHNH, PeKOMEeHAYyeTcsl HCCIeI0BaHuE YPOBHEW TOPMOHOB IIUTOBHUIHOM Ke€Ie3bl
n nHammuus adtuten (TTL, T3, T4 cB., anTuTena K THUPEOTEPOKCHIA3e W/UIU
TUPEOrno0yINHY) Ui HUCKIIOYEHHs] THUIOTUpeo3a B pamkax auddepeHInanbHOMN
JIMarHOCTHKY [24].

YpoBenb  y0eauTelbHOCTHM  pekoMeHgauuii B (ypoBeHb  J10CTOBEpHOCTH

A0KA3aTeJbCTB — 3)
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KommenTapuu: npu ewviasnenuu uzmeneHuil — KOHCYIbMAYUsi 5HOOKPUHON02A U
npogedenue mepanuu.

Bcem mnamumentam s BepuHKAMU IMArHO3a, OINPEACTCHHS TPYNIbl pUCKA IO
MIPOTHOCTUYECKUM MIKalaM, BBIABIECHUS nporpeccun 3adoneBanus B MJIC ¢ u30bITkoM
o6mactoB win B OJI, KOHCTaTaMu JOCTHKEHHUS PEMUCCUU WM PE3UCTEHTHOCTH K
MPOBOAMMON Tepanuud PEeKOMEHIYIOTCSl IIOJIyYeHHE IIMTOJOTMYECKOro Ipernapara
KOCTHOTO MO3ra MyTEeM IyHKIUU TPYAWHBI WU TIOJB3JIOIIHON KOCTH C aclupamuei
KOCTHOTO MO3Ta U TMOCJIEAYIOIIMM ITUTOJOTHYECKUM HWCcleaoBaHneM Maska KM
(Muenorpamma) ¢ moxacyetoM coctaBa KM U OlIeHKOW Hajduuus U BBIPAKEHHOCTHU
JUCIJIa3MM B KaXJIOM PpOCTKE KPOBETBOPEHUSI (IPUTPOUIHOM, TPaHYIOLUTAPHOM,
MerakaproruTapHoMm). TIpu mosydeHHn «CyXoro» MyHKTaTa BO3MOYKHO HCIIOJb30BAHUE
oTrevyaTrkoB TpenaHoouonrtara KM [25-28].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: nodcuem nanuyus oucniasuu 8 npoyeHmHoM COOMHOUEHUU He0OX0OUMO
0714 sepugurayuy OUasHo3, GNOCICOCMBULU NEPecy umvléams OUCNIA3UI0 He0DA3AMENbHO.
[TarmenTam, y KOTOpbIX Tpu uccaenoBanuu KM BeIsSIBIICHA TUCTUTA3HS JIMIIL B OJTHOM U3
POCTKOB KpOBETBOpeHUst MeHee 4yeM B 10% KIIETOK, HEeT YBEITMYCHHS KOJTMYECTBA OJIacTOB
B nepudepuueckoii kposu uiu KM, KC cocraBnsior menee 15% 0T SpUTPOHIHBIX
MPEIIECTBEHHUKOB U HE BBIABICHO IIUTOTEHETHUYECKUX AHOMANH, PeKOMEHIYeTcsl
MMOBTOPHOE MCCIIEA0BAHUE acUpaTa KOCTHOTO MO3Ta (Muenorpamma) yepes 1—-6 mecsies,
B 3aBUCHUMOCTH OT JWHAMUKMA KIWHUYECKHX TMPOSBIICHUH 3a00JeBaHUs, IS
okoH4aTenpHOU Bepudukammuu MJIC [25-27].

YpoBenb  yOeautenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuu: makue nayuenmvl, Kaxk npasuno, umerom YMEPeHHYI0 YUMONEHUIo, U
bvicmpoe npoepeccupoganie 3a001e8aHUs Y HUX MAT08EPOANHO.

Bcem mnammentam qs Bepudumkanumu guarHoza MJIC, BbIABIEHHS TMporpeccuu
3a005IeBaHUs U B Ps/Ie CIy4yaeB Ui OLIEHKH d(PPEKTUBHOCTH TEPANTUU PEeKOMEHIyeTcs
[IUTOXUMHUYECKOE HCCleoBaHue MuKpornpenapatoB KM s BbISBIECHHS U TOJCYETa
KOJIBIIEBBIX CHIEPOOIACTOB OT OOIIET0 KOJUYECTBA IPUTPOKAPUOIIUTOB [27—29].
YpoBenb  y0enutenbHocTH  pekoMenaammii C  (YypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

29



KoMMeHTapuu. ¢ yKa3aHHOU yenblo NpUMeHsAemcs peakyus ¢ oepaunckou nazypvio. Ha
OCHOBAHUU NOJIYYEHHBIX Pe3YIbmamos npouzeooumcs onpeoenenue sapuanma MJ[C u
8b100p MAKMUKY MePpanuu.

Bcem manmenTam ¢ KoJm4yecTBOM 01acTHBIX KiIeTok oT 5.0% 10 9,9% nns Bepudukanum
Bapuanta MJIC pexoMeHyeTCsl IUTOXUMUYECKOE MCCIIeIoBaHne MUKporipenapatoB KM
JUTSL BBISIBIICHHS MAJIouek Ayaspa B OJaCTHBIX KieTkax [27-29].

YpoBeHnb  yOenuteabHocTH  pekoMenaaummii C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTtapuu: Ha ocHosanuu noiyueHHvlX pe3yibmanmos npoussooumcs onpeoeienue

sapuanma MJ{C u ebio0p maxmuxu mepanuu.

Bcem nanueHnTaM pekoMeHyeTcsl IUTOI€HETUYECKOE UCCIIeI0BaHUE (KapUOTHUI) KIETOK
KM st Bepudukaru quaraoza MJIC, onpeneneHus TPYIITbl pUCKa B COOTBETCTBUU C
KPUTEPHUSIMH TIPOTHOCTHYSCKUX ITKAJ, BBISBICHUS KJIOHATHHOU 3BOJIOINHN, KOHCTATAIIMH
JIOCTHKEHHS [IMTOreHeTHYecKoi pemuccuu [9,30-38].

Yposenb  yOenurTeqnbHOCcTH  pekoMeHgamuii C  (YypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: 6 coomeemcmeuu ¢ 6ulA61€HHbIMU UBMEHEHUAMU Kapuomuna 6yoem
onpedensmucsa sapuanm M/[C u pewwamvcs 6onpoc o maxkmuke mepanuu.

Bcem manueHnTam ¢ HOpMajdbHBIM KapUOTHIIOM, TOBTOPHBIM OTCYTCTBHEM MHUTO30B MpHU
BBITIOTHEHUH CTaHAaPTHOTO IIUTOTEHETUYECKOTO UCCIIeIOBaHUS HA MOMEHT Bepu(UKAINH
JMarHo3a, Mpu MajoM KOJIWYECTBE MHUTO30B WM MaJOM KOJUYECTBE aHOMAIIbHBIX
MHUTO30B, HE MTO3BOJISIONIMM TMAaTHOCTUPOBATh AaHOMAJIMK KapUOTHUIIA, ISl BepuuKkanum
muarno3za MJIC u onpenenenus rpymnibl IPOrHO3a, a TAKKe JUIsl OLIEHKH 3PPEKTUBHOCTH
teparun MJIC, mnpu Haau4ud BO3MOXXHOCTH, PeKOMEHIYeTCsl MOJIEKYJISPHO-
TEHETHYECKOe HCCIeI0BaHUe aclupara KOCTHOIO Mo3ra ¢ IpPUMEHEHHEM MeToJa
¢dayopectienTHoi ruOpuam3amuu in situ (FISH) ¢ 3ommamm k 5-if, 7-if, 8-ii (mpwm
OTCYTCTBUHU MUTO30B) , 3-i u Apyrux xpomocomam [39].

YpoBenb  yOenurTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  [I0OCTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTapuu:  gwiasienHue  cKpulmulX — aHOMAnuil — KApUOMuna  nomozdem
gepuuyuposams eapuanm 3abonesanus u onpeoensem blOop maxkmuku mepanuu. Ha
Ce200HAWHUL 0eHb B03MONCHOCMb BbINOIHEHUS OAHHO20 8UOA UCCIE008AHUSL eCTb MOTILKO

8 HAYUHBIX YEHMPAX Uil 8 psioe CReYuaIu3supo8anHuIX 1a00pamopuil.
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BceM mnanueHTaM PpeKOMEHAYKWTCHl TOJIYyYEHUE TUCTOJOTMYecKoro mnpemnapara KM
(TpenaHoOuorncus) W [ATOJIOr0-aHATOMUYECKOE  HCCleloBaHHME  OWMONCHIHOTO
(onmepanmnonHoro) Marepuana KM mns Bepudukanuu auaraosza MJIC u muHAMHUYECKOTO
HAONMIOJIEHUsI, B CJIOXHBIX ciydasx auarHoctuku MJIC 6e3 u30biTka OMacTOB st
BepU(pUKAMU JMarHo3a W NPU HEOOBSICHUMOM YCYTryOJeHUHM LHUTONEHHYECKOTO
CHHJIpOMa BO3MOKHO BBINOJIHEHHE OmiarepaibHOro uciemaoBanus [9,40-44].

YpoBeHnb  yOenuteabHocTH  pekoMenaaummii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KAa3aTeIbCTB — 4)

Kommenrapuu:  cucmonocuueckas  kapmuna KM nossonsem — npogooumb
ougheperyuanvrulli OuacHo3 u 6 OdalvHeliulem OugpghepeHyuposanno nooxooums K
8b100py MAKMUKY mepanuu.

Bcem mamuenTam Ha MomeHT Bepudumkammu MJIC, a Taxke B mporiecce JCUYCHUS U
nporpeccuu 3a0ojeBaHus, B ClydasX, TpeOymommx Ooyiee TOYHOM BepUpUKAIIII
mmeHeHnd B KM (Hanuywe  IUCIJIACTUYHBIX ~ MEraKkapuOIMTOB,  ATUIMYHO
PaCMOJIOKEHHBIX HE3PeNbIX MPEIIIECTBEHHUKOB U OJACTHBIX KIETOK, MPU HAIUYUHU
¢bubpo3a cTpoMbI M TUMQPOUTHBIX CKOTUICHUH ) peKOMEH/1yeTCsl 1aTOJIOr0-aHaTOMUYECKOe
WCCIIeIOBaHNE OHMOTNCHIHOTO (omepannoHHOTO) Marepuana KM ¢ mpuMeHeHHeM
uMMmyHorucroxummudeckux meronos (UI'X) [9,45-47].

YpoBenb  yOeautenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuu: AI'X uccneoosanus npu MJ{C nposooam nHa cpezax napagunoswix 610K08
mpenanoouonmamos KM. Aumumena x CD34 npumensiom Ons euzyaiuzayuu u
NOJYKONUYECNBEHHOU OYeHKU KIemoK ¢ ONacmHou mopghono2uell 6He 30H IHOOCMA,
anmumena k CD61/CD42b ona uoenmuguxayuu kiemox me2aKxapuoyumapHo2o pocmxa,
8blAGNEHU ~ Me2aKapuobnacmos,  Me2aKapuoyumos  HeOOIbWUX  pazmepos ¢
2UNONOOVIAPHBIMU A0PaAMU, MUKpOdopm. [Ipu uMMYHOLUCOXUMYECKOM UCCIe008aHUU
MOJHCHO 8bla8UMb. cHUudceHue sxcnpeccuu TdT+, CD19+ u PAX5+, ymo xapaxmepno 014
MJIC;  npu  Oughghepenyuanvrou  OuacHocmuxke — NPUBHAKU  MOHOYUMAPHOU
ougpepenyuposku npu «1esom cogucey» 2pamyIoOYUMapHoO20 pPOCMKA € XPOHUYECKUM
MUETIOMOHOYUMAPHBIM JIeUK030M, 3a001eeanuem uz epynnovt MJ[C.

Pexomenodyemas naneno ammumen Onsi UMMYHOLUCHOXUMUUECKO20 UCCLEO08AHUSL NPU
npogedenuu ouppepenyuanvroti ouacnocmuxu MJ[C cnedyowas:

— 2pamynoyumapHslll. pocmox — muenonepoxcuoasa (0ra MJ[C xapakxmepHo chudicenue
UHMEHCUBHOCMU  IKCAPECCUl MUETIONEPOKCUOAsbl U KOIUYeCm8d HNONOHCUNENbHBIX

KIIemoK);
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— monoyumapuwii pocmox — CD14, CD68 (PG-M1), CD163, auzoyum;

— 3pumpoudHwvlll pocmok — cemoenodoun, CD71, enukogpopun A unu C;

— mezakapuoyumapnwiii pocmox — CD61, CD42b, CD34;

— He3penvle kKiemku ¢ oracmuou mopghonocuei — CD117/CD34 (6 couemarnuu ¢ CD71 ons
BU3YATUZAYUU HEPEILIX IPUMPOUOHBIX NPEOULECTNBEHHUKO8) U Op. .

B numarHoctuuecky ClOXKHBIX Cilydasx mHanueHtaMm npu nopospeuun Ha MJIC u npu
porpeccuu 3a00JeBaHus, MPU HATUYUHA BO3MOKHOCTH B JTAOOPATOpHH PeKOMEH/IYyeTCsI
HCCIIEI0BAHUE OMOJIOTUYECKOTO Marepuaia KM METO0M MIPOTOYHOMN
HUTO(IIyOPUMETPUH AJIS OTIPEACTICHUS MPUHAIIICKHOCTH OJACTHBIX KJIETOK U BBISIBICHUS
MMMYHOJIOTHYECKMX MNpPU3HAKOB JUCIUIA3UM, a TaKXKe OIpeleieHus] HaIudus
MHUHHUMAIILHOH pe3uyanbHoii 0one3nu [48-53].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHaanuii B  (ypoBeHb  10CTOBEPHOCTH
A0KA3aTeJbCTB — 3)

KommenTapuu: npomounas yumomempus no3eoisem onpeoeiums KOHKpemmubie
U3MeHeHUsl KNemoK OMOenbHblX pocmkog kposemseoperus KM. Hu ooun uzonupoeanmwiii
UMMYHOGDEHOMUNnuYecKull napamemp He 00KA3all C8010 OUACHOCMUYECKVIO 3HAYUMOCHb
ons MJIC, no ¢ nomowpwpilo anaiusza KOMOUHAYUL OMOENbHbIX NPUZHAKOS BO03MONCHO
omauuums 3mo 3abonesanue om Opyaux 6uoos yumonenuu. OOHaAKO, OAHHBINU MemOO
OUACHOCMUKU 00CmYNneH Molvbko 8 PedepanrbHblX YeHMpax Uil 6 pamkax KIUHUYeCKux
uccne0o8aHull.

Bcem manmentam ¢ nmoarBepkaeHHbIM auarHo3zoM MJIC npu Hamu4Yuu BO3MOXKHOCTH B
nmabopaTopun PeKOMEHyeTCsI MOJIEKYJIIPHO-TEHETHUECKOE UCCIIeIoBaHNe KpoBH miu KM
JUis BeIsBIIeHUs MmyTanuii reHoB (SF3B 1, TP53, ASXL1, ETV6, RUNXI, GATA2, DNMT3A,
TET2, IDH1/2 u 0p. ) u onpenenenus nporuosa 3adoneBanus [54-56].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHaanuii B  (ypoBeHb  10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapuu: oawunviti mMemod ouacHocmuku oocmyned moavko 6 DedepanvHulx
yeHmpax uiu 8 pamKax KIUHU4eckux ucciedoganutl. Tonvko eviseieHue Mymayul 6 2eHe
SF3B1 sensiemes ouacnocmuuecku 3HauumMoll u onpeoessiem 8apuanm 3a001e6aHusl.
[Tarmentam ¢ MJIC, mpoTekarorum ¢ Gudpo30M CTPOMBI, pEKOMEHIYeTCs MOJIEKYIISIPHO-
TeHETHYECKOe WcclieoBanne kpoBu win KM i BeIsBiieHUs MyTanuid B TeHax (JAK2,
CALR, MPL), mis ompezencHuss MpOrHo3a 3a00JIEBaHUS W BHIOOpA TAKTHKH TEPAITUH
[57,58].

YpoBenb  yOenurtenbHocTH  pekoMeHgamumii C  (YypoBeHb  [10CTOBEPHOCTH

A0Ka3aTeJbCTB — 4)
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Bcem manmentam mosioxe 40 jeT ¢ MOJ03pEHUEM HAa KOHCTUTYLUHMOHAJIBHBIA XapakTep
arjia3uyd  KpOBETBOpEHHUsI, mpedmecTByromeil passutuio  MJIC, pexomenayercs
HCCIIEIOBAaHUE KPOBH Ha TECT C JMAIOKCUOYTAaHOM ISl UCKIIIOUEHUS] aHEMUM DaHKOHU
[59].m0

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

[Taruentam MJIC u3 rpynmnsl npoMexyTodyHoro-1, -2 u Beicokoro pucka no IPSS nmn
MIPOMEKYTOYHOT'0, BLICOKOT'O M OY€Hb BBICOKOTO prcka 1o IPSS-R (cm. pa3aen 7.1 maHHbIX
pEKOMEHaluii), KOTOpblE MOTYT paccMaTpuBaTbCsi B KaueCTBE KaHAWJIATOB JUIS
BBITIOJTHEHUS TPAHCIUIAHTAIIMY AJUIOTEHHBIX TEMONOATHYECKUX CTBOJIOBBIX KIIETOK (aiuio-
TI'CK) pexkomenayercsi onpezaeienne HLA-anturenos. [1,4,5,60].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (YypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

Kommenrapuu: munuposanue nayuenmos ¢ MC u nomenyuanvbHvix poOCcmeEeHHbIX
oonopos KM u I'KC no HLA-anmucenam I u Il xnacca nposooumcs ¢ yeivio noucka
UOEHMUYHBIX NO AHMUSEHAM MKAHeBOU COBMeCmUMOCmU nap OJisl NpoedeHUs
mpauncnaaumayuu. Llenecoobpasno makasce Mmunuposanue peyunueHmos, He UMeroujux
NOMEHYUANLHBIX POOCMBEHHBIX OOHOPOS, O/ OCYUJeCMBIeHUSl NOUCKA HEPOOCMBEHHO20
OOHOPA 8 POCCUTICKOM U MEAHCOYHAPOOHOM Pe2UCPAX.

Bcem manmentam MJIC, KOTOpBIM TUTAHUPYETCS MPOBEACHUE 3aMECTUTEIHHON Teparuu
KOMIIOHEHTAMH KPOBH, PeKOMEHAyeTcsl ONpeelieHre OCHOBHBIX IpyIil 1o cucteme ABO,
antureHa D cucremsl Pesyc (pe3yc-daxrop), penoruna no anrureHam C, ¢, E, e, Cw, K,
k W aHTHPpUTpPOLMTAPHBIX AHTHUTEJN, IPYNIbl KPOBU C (DEHOTHIIOM C LEeNbio Moadopa
TpaHC(Y3UOHHBIX CPE/l 1 MUHMMHU3AIMU TPaHC(HY3UOHHBIX peakiuii [61].

Yposenb  yOenurtenbHocTH  pexkoMengauuii C  (ypoBeHb  J1O0CTOBEPHOCTH
J0KAa3aTeJIbCTB 5)

KommenTapuu: yuumsigas e6vicokyro yacmomy mpanHc@y3uti u passusarouuecs
8NOCNIEOCMBUU CEHCUOUTUIAYUIO K OOHOPCKUM KOMNOHEHMAM KPOSU U SIPUMPOYUMAapHblil
Xumepusm, npogedenue mMpanc@yzuil 3pUmpoyumHol Maccovl ciedyem HnposooOUms C

yuemom gerHomuna.

2.4. IucTpyMeHTAJbHBIE TUATHOCTHYECKHE UCCIEeOBAHUS

Hncempymenmanvhoie Memoowl UCCIe008aHUSL N0360110M npoeooums
oughghepenyuanvHyr0 OUASHOCMUKY YUMONEHUYECKO20 CUHOPOMA U 6bi8UMb HATUYUE

conymcmsyrowei namoaocuu npu M/{C [1-5].
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e Bcem mammentam ¢ noao3peHueM Ha MJIC pexkomMeHAyeTcs  BBINOJHEHUE

yabTpa3BykoBoro wuccienoBanus (Y3M) OpromHOW TOJOCTH H  3a0pIOIMITMHHOTO
npoctpanctBa, ¥Y3U mmToBUAHON kene3bl, Y3W opraHoB Manoro tasza sl JKEHIIUH U
MpeAcCTaTeNIbHON Jkene3bl Uil MyxuuH, OxoKI[ mng omnpenenenus comyTCTBYROHICH
naToyoruu [1].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

KommenrTapuu: Y3U oprowmnoii norocmu u 3a0prowunHo20 npocmpascmeda (neyemn,
cene3eHKa, nooxceny0oUHaAs Jicele3d, HCeNUHbI Ny3vlpb, JuMpamuieckue y3ivl, 8 mom
yucne u nepugepuyeckue) nposooumcs npu nooosperuu Ha MJ{C u 6 npoyecce neuenus
01 BbIAGIEHUSL 2eNAMOCHIEHOME2ANUlY, IuMpaoeHonamuy u namoaiocuu  Opyeux
HCUSHEHHO BANCHBIX OP2aAHO08. /1151 UCKTIOUeHUs HANUYUs NAMOA02UU WUMOBUOHOU Jicele3bl
(Kkomopas modxxcem npomexamv ¢ aHemuell u mpomboyumoneHuel) nposooam Y3IH
wumosuoHou dcenesvlt, Y3U monounvix dcenez unu mammozpaguio — OJisl UCKIIOUEHUs
Ho8000pazosanus; IxoKI 0na oyenku cocmosiHus cepOeuHo-cocyOucmotl cucmemsl npu
nooospenuu na MJ[C u 6 npoyecce neuenus.

Bcem nanmenTtam ¢ nogo3penueM Ha MJIC pexoMeHnayeTcsi POBEIEHNE KOMITbIOTEPHOM
(KT) wmnm wmarHuTHO-pe3oHaHcHOH Tomorpaduu (MPT) roioBel mis HCKITHOYCHHS
natonmorun IHC (B wactHoctm HoOBooOpazomanuii I[[HC), koropas Moxer
COMPOBOXKIATHCS IMTOMIEHUYECKUM CHHIpOMOM [62].

YpoBenb  yOenutenbHocTH  pekoMengauumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Bcem manmenTtam ¢ nogo3penueM Ha M/IC u Ha Bcex MOCHEAYIOMIMX 3Tanax JIEUECHUS
PeKOMeHAYeTCsl BBIOIHUTD: peHTreHorpaduio rpyiHoi kieTku B 2 npoekuusix niu KT
TPYAHOMN KIETKU (A UCKITIOYEHUS TOPAXKEHUS JIETOYHON TKAaHU U OPTaHOB CPEAOCTEHUS
KaK BOCHATUTEIBHOTO, TAaK ¥ HEBOCIAIMTEILHOTO XapakTepa) [1].

YpoBenb  yOeaureqabHocTH  pexkoMeHpauuii C  (YypoBeHb  /10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Bcem nanuentam ¢ noxo3penueM Ha MJIC  pexoMeHayercsi  BBINOJIHUTH
a3odaroractpoayoaenockonuio (OIJIC) ¢ uccnenoBanuem Ha Haawmuue H. pylori mis
UCKITIOUEHHS XpOHMYECKHX 3a00JIeBaHMIA MIIM HOBOOOPA30BaHMIA MUIIIEBOAA, JKeTyaKa, 12-
nepcTHOM Kumku [1].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauumii C  (YypoBeHb  /10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)
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e Bcem manmentam ¢ momo3penuem Ha MJIC Hu3KOro pucka (cm. pazgen 7.1 maHHBIX
pEeKOMEHIalii) PeKOMEHAYeTCs BBIMOJHCHUE KOJOHOCKOIUHM JUI  HMCKJIFOUCHHS
XpoHUYECKHX 3abosieBanuii u HoBooOpazoBanuii JKKT, KOoTopbie MOTYT COITPOBOXKAATHCS
UTOIIEHUYECKIM CHHIpOMOM [1].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHaauumid C  (YpoBeHb  /10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

e Bcem mammentam c¢ nomgo3penueM Ha MJIC u B mporecce Tepanuu pPeKOMeHIyeTcs
nposeaenne DK 1t OLIEHKH COCTOSHUSI CePCYHO-COCYTUCTOM crcTeMbl [1].

YpoBenb  yOenurteqnbHOcTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)

2.5. UHble TMarHocTH4YecKue MCCcJae10BaAHNA

e Bcem mnammentam ¢ nopospenueM Ha MJIC, B mporecce HaOMIOACHHS U JICYCHHS
narueHToB ¢ MJIC npu Haiauuuu MOKa3aHW PeKOMEHAYIOTCS KOHCYJIbTAllUU Bpayeii-
crenuanucToB  (odTanbMoiora, HEBpOJIOTa, KapAHoJjora, THHEKOJIOora, ypoJora,
racTPOdHTEPOJIOra, B TOM YHCIIC CICIUATM3UPYIOMETOCs Ha 3a00JICBaHUAX TICUYCHH
(remaronora),  peBMaroyiora,  JHIAOKPHHOJOTa,  OHKOJOra, B  TOM  YHUCJE
CHEIHATM3UPYIOIIETocsa Ha paKke MOJIOUHOM Kene3bl (MaMMOJIOora), OTOPUHOIAPUHTOJIOTa)
TSl TUArHOCTHUKHU COMYTCTBYOIIEH marojoruu [2].

YpoBenb  yOenutenbHocTH  pexkoMengaumii C  (ypoBeHb  JI0CTOBEPHOCTH

JI0KA3aTeJIbCTB — D).

3. JleyeHne, BKJIKYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HY IO
Tepanuu, AMeTOTepanuio, 00e300,1uBaHNe, MEAUINHCKUE OKA3aHUS U

NMPOTHBOIIOKA3aHUA K IPUMCHCHHUIO METO/10B JICHCHHUSA

Muenooucniacmuueckue CUHOPOMbBL AGIAIOMCA YPE3BLIUAUHO 2eMePOSEHHOU 2PYNNOl
3ab01e6aHull, HAYUHASL OM POPM C NOUMU HOPMATLHOU NPOOOJHCUMENLHOCMBIO IHCUSHU U
3aKanyueas eapuaHmamu, cxooHvimu no medenuto ¢ OMJI. Puck-adanmupogannas cmpamezusl
JleyeHus A61iemcs 00513amenbHblM YClo8UeM npu makou pasnopoonocmu. llpoenocmuueckue
Gaxkmopsl MONHCHO pazdenums Ha me, KOmopbvle Kacaiomcs Xapakmepucmuxk camozo nayuenma, u
me, KOmopule ONpedensromcs 0cobeHHocmamu KoHkpemuozo eapuanma MJ[C.

K coorcanenuro, neobxooumo npusname, umo 8 Hacmosuee 8pems Hem YHUBEPCANbHOU
NPOCHOCMUYECKOU WKaNbl, Komopas eKkaouana 0wl ece 3uauumvle 011 MJIC napamempuol

(mopgonocuneckuti gapuanm, JIII', f2-muxpoenobynun, heppumun u m. 0.), u 6 SMoil C853U Npu
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NPUHAMULU peleHUss 0 8blOope MAKMUKU Mepanuy MONCHO OYEeHUBAmMb NpPOSHO3 cpa3y NO
neckonvkum wikanam (IPSS, IPSS-R, WPSS u op.) (cm. pazden 7.1 Oanmvix pexomenoayuil).
Hayunvie ookazamenvcmea 3¢pghexmusnocmu u 6e3onacHocmu 0OCMYNHbIX Mepanesmuieckux
onyuti noiyuenvl 8 KiuHudeckux uccireoosanusx (KH), 6 komopwix cmpamuguxayus nayuenmos
nposoounacst Ha ocHose cucmemsvl IPSS, a 6 nocrneonue 200wt 6ce uawe na ocnose |PSS-R. Kak
cnedcmeue, 8ce pakmuyeckue peKoMeHOayuu no JleYeHulo OCHOBLIBAIOMCA HA Pa3oeleHuu
nayuenmos Ha epynnvl umenuno coenacto IPSS u IPSS-R, umo nozeonsem poccuiickomy
9KCNEPMHOMY CO0OUecmay peKoMeH0o8ams Uux 8 Kauecmee 0a308020 UHCMPYMEHMA Npu
Gopmynuposanuu ouazHoza u evlbope mepanesmuuecko2o nooxooa. Taxoice ciedyem ewe pas
HOOYEPKHYMb, YUMo OJisl YOPpMUPOBAHUsL OOlee YemKOo20 NPedCcmasienus 0 medenuu 3a001e6anus
U 8blO0pa ONMUMANBLHO2O MEPANeemMuU4ecKo20 B030€elCmeUsi HaACMOAMENbHO DEKOMEHOYemcs
8bLINOIHAMbL NOBMOPHOE 00CIed08anue NAYUEeHMOs8, d He OCHOBLIBAMbCA HA eOUHUYHBIX
pesynomamax. Lllkanvl  pucka npeocmagnenvt 6 pazoenre 7.1 OaHHBIX peKoMeHOayuu
[1,2,30,63,64].

s nayuenmog ¢ neoyeHenHbIM 8 CUNLY MEXHUYECKUX NPUYUH KAPUOMUNOM NpU 8blOOpe
MepanesmuieckKo20 pexcuma ciedyem NPUHUMAmsb 60 GHUMAHUe MOPGOocUdecKull apuanm
MJ]C no xknaccugpuxayuu BO3, konuuecmso oracmuvix kiemox 8 KM u Ounamuxy ux usmeHeHus,
kremounocmos KM u msicecmo yumonenuii [1].

Buibop mepanuu 3asucum om eospacma nayuenma, eapuanma M/C, npunaonexcrnocmu
K epynne pucka, HAm4us u maxcecmu conymcmeyroweti namonoeuu, Hamuuus HLA-
coemecmumozo 0onopa. Ha cecoOnawnuil densb pekomeHoyemcs ucnoiv3osams kax wikany |PSS,
max u IPSS-R o 6onee mounozo onpedenenus npoernosza 3abonesarnusl.

B mepanuu MJIC ¢ yuemom ocobennocmetl namozene3a u pazHopooHoCmu 3a00.1e6aHUs.
cyuwjecmeyem HecKoIbKO HanpasieHutl, 00HaKko Haubonee 3¢hdexmuenviMu u NPUSHAHHLIMU 60
8cem mupe s8IAI0Mmcs:

— CUMNMOMAMUYECKAA MePanus:

— 3amecmumenbHas mepanusi KOMIOHEHMAMU Kposu (OOHOPCKUe 3pumpoyumsit,
OOHOPCKUE MPOMOOYUMDBL, CBEIHCE3AMOPOIHCEHHAS NAA3MA),
— XenamopHas mepanus,
— CIMUMYIAMOPbL 2eMON0I34,
— anmubaxmepuanbHas mepanusl,;
— YyumocmamuuecKkas mepanus:
— IIXT no npoepammam newernuss OMJI,
— HU3Kk0003Has XT,

— cunomemujiupyrouiue npenapamol,
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— UMMYHOCYRPECCUGHAA U UMMYHOMOOYTUPYIOUWAS MEPanus:
— ATT,
—[C4,
— ICHAAUOOMUO,
— CNIEHIKMOMUSL,

— A1102eHHAA MPAHCHRAAHMAYUA 2eMONOIMUYECKUX CME0N06bIX KaemokK (anno-TI'CK)

[1-5].

Eouncmeennvim memooom buonozuuecko2o usieuyenus seagemcsa 11 CK, oonako monvko 8
5-10% cnyuaee yodaemcs peanuzogamsv 3my HpocpaAMMy, 8 ceasu ¢ omcymcmeuem HLA-
UOEHMUYHO20 OOHOPA, COMAMUYECKUM CMAmycoM U B03PACMOM NayueHma, d max oice
ocooennocmsamu MJ]C.

IIpu neuenuu nayuenmog ¢ MJ[C oonyckaemcs couemaHue @vluie NepeyucieHHblX U008
mepanuy, a maxdice ee Nocied08amenbHoe HA3HAYEeHUe 8 C653U C HeIPPeKMmUsHOCmbI0 u/unu
npoepeccueu 3abonesanus. Tax, y o0no2o nayuenma 603modcHo npoeedenue HMCT u npu
npoepeccuu 6 M{C-UB-1 unu Ub-2 — nasnauenue eunomemunupyrowux npenapamos uiu I1XT.

Heoonopoonocmv MJIC ocnoscnsaem maxoice u oyeHky omeema na mepanuto. B 2000 e.
Meoicoynapoonas pabouas epynna (IWG) onpedenuna cmanoapmuzo8anuvie Kpumepuu omeema
npu MJ/[C. B nocneoyrowem onu 6wiiu nepecmompenst u 0oHosnenvl 6 2006 2. (cm. [punoscenue
I'l). Kpumepuu IWG onpeoensiom pasiuunvle acnekmsl omeema C y4emom yeneu jedyeHus u
sxnrouarom 6 ceos IIP u YP, yumoeenemuueckuii omeem, 2emamonocudeckue Yiy4uleHus u
Kauyecmeo d#cusHu. Hlcnonvzoganue smux Kpumepues peKoMeHOO8AHO KaK OJi KIUHUYECKOU
npaxmuxu, max u npu npogedenuu KH [65].

. [Manmentam MJIC u3 rpynmsl HU3KOTO U MMPOMEKYTOYHOT0-1 pucka mo mkaie IPSS (cm.
paznein 7.1 TaHHBIX PEKOMEHJIAINI ) ¥ OY€Hb HU3KOT0 W HU3KOTO pHcKa 1o mkaie IPSS-R

(cm. pasmen 7.1 paHHBIX pEKOMEHIAIMI) ¢ OCCCUMIOTOMHOW IIUTONICHUCH He

peKoMeHayeTcsl TPOBEAEHUE CHEUu(pUIECKOro JeUeHUs, a MOKa3aHO JMHAMUYECKOE

HaOIt0/IeHNe — TAKTHUKA, Ha3bIBaeMasi «HAOI01al U KT, C TIENIbI0 KOHTPOJIS 32 TEYCHHEM

3a00JIeBaHMS U NTPU HEOOXOAMMOCTH Havasa crenududeckoit Tepanuu [1-5].

YpoBenb  yOenutenbHocTH  pekoMenaammii C  (YypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

KommenTtapun: e3pocivie nayuenmor ¢ nepsuunvim MJ[C u3z epynnsi HU3K020 pucka c

beccumMnmomHol yumonenuetl, He mpeoyroueti NpogedeHUs 3aMecmumenbHou mepanuu

KOMNOHEHMAMU KpOBU, He HYHCOAIOMCS 6 JleYeHUuu U auldb mpedylom pecynspHoco

0bcnedosanus. Buviocuoamenvruas cmpamezusi MOdicem U3MeHUMbCs 8 0yoyujem, 6 ciyiae

paspa60mi<u 6€3OI’IGCHblx, MeHee aAcpecCUBHblX Ulu mapeceniHblx Memooos JIeYEHUA,
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CNOCOOHBIX 8IUAMb HA NPOCHO3 3a00aesanus. Heobxooumo noouepknyms, umo nayueHmaol
U YJIeHbl UX CeMbU OOJIHCHbL NOHUMAMb, YMo OE30NACHOCIb HAOI0O0AMenIbH020 N00X00d
3a8uUcum om pe2yisapHocmu MoHumoputea. L{envio Ounamuueckoeo Habaro0eHus s6/s1emcs
pannee pacno3nasanue NPU3HAKos ycyeyoieHus: yumonenuu, nosi81eHust mpaHcQy3uoHHoU
3A6UCUMOCMU, Y8eIUYeHUs. YuUcia O1acmubix Kiemok 6 kpoeu unu KM, a maxoice oyenka

Jeo0/1loyuu Kapuomunda.

3.1. KoncepBaTuBHOE JIeUeHHE

Bcem nammentam M/IC ¢ aHEMHUYECKUMHE Kal00aMd U CUMITOMaMH THIIOKCEMHUU TIPU
HB<85-80 r/mn  pexkomMeHayeTcsi  TNpOBEIEHHWE  3aMECTUTEIBHOW  Teparmuu
APUTPOIMTCOICPIKAIUMH KOMITOHCHTaMH JTOHOPCKOM KpPOBHU TSt
KOMITCHCAIIMH/KYTUPOBaHKsI CUMIITOMOB aHeMuHu [66].

YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 1)

KomMmenTapum: oanmuvie 0 nOKa3anusx K UCHOIb308AHUIO MPAHCY3UU IPUMPOYUNOE NPU
MJIC nocsam oepanuuenuwiti xapakmep. 3a8UCUMOCHb OM 3AMeCmUMeNbHOU mepanuu
apumpoyummuou maccou y nayuenmos ¢ MJ{C accoyuupyemcs ¢ nioxum npocHo30M u, KaxK
npasuno, o6vACHAemcs bojee acpecCUuBHbIM XapaKmepom mederus Oone3HU, HAluduem
MAdNCENOU  anemuel U MOKCUYHOCMbIO, C6A3AHHOU ¢ mpaHc@ysuamu. Yposens
eemoznobuna Hudice 90 2/n ona myxcuun u 80 2/n 0na dHceHwun A61Aemcs He3A8UCUMBIM
Gakmopom npozrosa, ceazannbim ¢ cokpaujenuem OB u evicokum puckom gamanvhvix
CepOeyHO-COCYOUCTBIX OCILOHCHEHUL.

Huxaxotl konkpemHuulil ypogens 2eMo2100una He Modicen Oblmb peKOMEHO08AH 8 Kauecmae
nOp0208020 U ONpedensouieco NOKA3aHus K MmpanHc@y3uoHHou noooepoicke. Peuwenue
cnedyem NPUHUMAMb HA  OCHOBAHUU UMEIOWUXCA V NayueHma CUMAMOMO8 U
conymcmsyrowux 3abonesanuil. Popmanuzys vluleckazannoe, IKCNepmuas epynna no
ouazHocmuxe u nevenuio nayuenmos ¢ MJC pexomendyem evinoiHenue mpanceysuil
IPUMPOYUNCOOEPAHCAUUX KOMINOHEHMOB NPU CHUNCEHUU 2emocnobuna Huxce 85-80 2/ u
KAUHUYECKUMU CUMNIMOMAMU YMepeHHOU anemuu. Tpancgyzuu OOHOPCKUX 3pUmpoyumos
HE0OX00UMO NPOBOOUMb C YUemoM heHomuna no pe3yc-paxkmopy.

MHanuentam MJIC npu pasBUTUM KpUTHYecKoH TpomGomutonennn (<10-20x10%1)
PEeKOMEHIYyeTCsl TIPOBEICHUE 3aMECTUTEIFHON Teparnuyu KOHIICHTPaTaMH TPOMOOITUTOB
11l TPO(MIIAKTHKH TeMOPPAarndecKuX OCIOKHEHHH, a MPH UX HAJTUYUHM W 1pu Oolee
BBICOKHX IIOKa3aTelsiX TPOMOOIMTOB, C LENbI0 KYMHPOBAaHHUS TI'€MOPpParuvecKux

ocnoxxHenuit [1-5].
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YpoBenb  yOenuTenbHOCTH  pekoMeHaanumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Kommentapumu: yposens mpomboyumos, npu komopom y nayuenmog ¢ MJ[C goznukaiom
2emoppazuyeckue OCLONCHEeHUs, 4emKO He OnpeoeieH U 8apvbupyem om nayueHma K
nayuenmy. HUmerowuecs dannvie 0 nokasanusx Kk mparcgyzuu mpomboyumos npu MJ{C
Kpaiine 02panuietyi.

Ipoghunaxmuueckas mpancghysus mpomooyumos pekoMeHoOyemcs NayueHmam ¢ ypoeHem
mpomboyumos nudice 10,0x10%n unu npu yposue nuaice 20,0 10%1 npu nanuuuu mo6020
gaxmopa pucka 011 pazeumusi KpoeomeueHus (nuxopaoka, uHgpexyus, oOvicmpoe
CHUDICEHUe — MPOMOOYUmMO8,  UHEA3UGHbIE  Npoyedypvl),  NpU  YCIOBUU,  UYMO
mpomooyumonerus NPUXOOAUAA. Mmnozonemnss mpomboyumoneHus oe3
2emMoppazuyecko20 CUHOPOMA He HYHCOaemcs 6 pe2VIApHbIX NpODUIAKMUYECKUX
mpancgy3uax mpomooyumos.

[Manmentam ¢ MJIC u3 rpymnmbsl HU3KOrO pUCKa UM MPOMEXYTOUYHOIo-1 pucka Mo mikaie
IPSS 1 rpymibl 04eHb HU3KOTO, HU3KOTO U IIPOMEKYTOYHOT0 prcka 1o mikaie IPSS-R (cm.
paznen 7.1 maHHBIX pEeKOMEHAAIMil); BceM KaHaujpatam Ha mnpoBeaeHue amio-TI'CK;
narrenTam ¢ MJIC U3 TpyIisl MpOMEeXyTOYHOTO-2 U BBICOKOTO prcka 1o mkane IPSS u
U3 TPYIIBI IPOMEKYTOYHOTO, BELICOKOTO M OY€Hb BBICOKOTO prcka mo mkaie IPSS-R mpu
noctkenun pemuccun MJIC, nocne tpancdysun 10—20 103 TOHOPCKUX 3PUTPOLIUTOB,
IIpY TIOBBIIIEHUU CBIBOPOTOUHOro QepputuHa Oonee 1000 HI/mMia pexoMeHayeTCsi
MIPOBEJICHUE XEJIAaTOPHOM Tepamnuu #aedepazupokcoM™* g ycTpaHEeHHUsS] U30BITOUYHOTO
HaKOIUIeHHs Kese3a [67—74].

YpoBenb  yOeguTelbHOCTHM  pekoMeHaanumid B (ypoBeHb  gocToBepHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapuu: y nayuenmos, Komopwvim pezyisipHO NpOBOOSIMCS  mMpaHcy3uu
IPUMPOYUMHOU MACCHI, HEUSMEHHO PA38UBAEMCS 8MOPUYHAsL nepecpy3Ka dicene3om. Oona
eouHuya spumpoyumuou maccol cooepacum om 200 oo 250 me dceneza, a nepecpysxa
Mmoxcem 603HUKHYmb yoce nocie 10-20 nepenusanuii. Coenacno Poccutickum u
MeAHCOYHAPOOHBIM NYOTUKAYUIM BbIAGIEHO CIMAMUCIMUYECKU 00CMOBEPHOE YMeHbLUeHUE
OB 6 epynne nayuenmog c nepecpy3Koll XHcele30M, CEA3AHHOU C MPAHCPY3UOHHOU
3asucumocmoio. Kocsennvim ouoxumuieckum mapkepom nepezpy3Ku Hceie3oM YCI08HO
NPUHAMO CUUMAmMb NOBbLULEHUE YPOBHA (heppumuna cvleopomru kposu 6onee 1000 ne/ma.
IIpesvluernue smoeo nopoea omuemauso Koppeaupyem c oepanuventon OB (HR 52,4; p

<0,0001) u nosviwennwvim puckom mpancgopmayuu 6 OMJI (HR 6,6, p <0,0001).
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Tepanuro xenamopamu icene3a ciedyem paccmampueams 8 Kaidecmee HeoOX00UMOl
onyuu mparcgyzuonnozasucumvim nayuenmam ¢ MAC-JI/I, MAC-KC, MAC-M/] u MJ]C
¢ 5q—. Yposenv peppumuna neobxooumo onpederumsv 6 Oebrome 3a001e6aHUs U
omcnedcusams  Kadcovle 3 Mmecaya 6 Ounamuxe. Hccnedosanue ¢heppoxkunemuxu
JHcenamenibHo nposooums He panee yem yepes 10—14 ouetl nocie nocieoneli mpaucgyzuu
OOHOPCKUX 3pUMPOYUMO8, 6He UHpekyuonHo2o snusooa. IHayuenmam ¢ MJC, komopvie
AGNAIOMCS  NOMEHYUANbHbIMU KaHOuoamamu Ha nposedenue anno-TI'CK, makorce
NnpoBOOUMCs mepanus Xeiamopamu xceie3d 6 npeoOmpaHcniaHmayuoHHoOM nepuooe u
nocne gvinonnenus anno-TI'CK npu coxpanenuu npusHakos nepezpy3Ku iHceie3oM.

s 6onvnuvix MJ[C-UB npu 0ocmudiceHuu KIUHUKO-2eMAMOI02UYECKOU PeMUcCuu npu
HAIUYuUu NPU3HAKO8 GMOPUYHOU Nepecpy3KU  JCele30M  B03MOJICHO  HA3HAYeHUe
XelamopHoU mepanuu.

Pexomenoyemasn nauanvras oosa #oepepasuporxca**:

Hucnepeupyemas mabnremka — 20 me/ke/cym, a npu 8blpaxcenHou nepezpysKe xHene3om —
30 me/xe/cymxu. [lo3y npenapama okpyensirom 00 OIU3K020 paszmepa yenot maobiemxu
(125, 250 u 500 me).

Tabnemxa, nokpvimas nieHOYHOU o0bOonouxkou — 14 me/ke/cym, a npu 6wvlpariCeHHoU
nepezpysie scenezom — 21 me/xe/cym. /lo3y npenapama okpyenaiom 0o 61u3ko2o pamepa
yenoti maoaemxu (90, 180 u 360 me).

Koumpone 3a moxcuunocmvio XenamopHot mepanuu Npoeoosam exdceMeciuHo, a 3d
aghgpexmuenocmoio — 1 paz 6 3 mecaya, opueHmupyscs Ha yposeHsv heppumuna 8 Kposu,
acenamenvro 6 covemanuu ¢ CPB. Jloza npenapama nepecuumviéaemcs Kasxicovie 3—6
Mecayes Kak 8 CMOpPOHY yeauyeHus 003bl npu HedpekmusHocmu mepanuu, maxk u 8
CMOPOHY CHUICEHUSI CYMOUHOTU 003bl NPU CHUdICEHUU noKkasamens (peppumuna menee 1000
He/MI W/Unu pazeumuu npu3HaKos mokcuyHocmu npenapama. Ilpu cnudsxcenuu heppumuna
menee 500 ne/mn npenapam ommeHsiemcs.

[Marmmentam ¢ M/IC U3 rpynmsl HU3KOTO M MTPOMEKYTOYHOTO-1 pucka mo mkaine IPSS u
TPYIIIBI OYSHb HU3KOTO, HU3KOTO U MPOMEXYTOUHOTO prcka mo mkaie IPSS-R (cm. paznmen
7.1 nmaHHBIX pEKOMEHJANWW) TpH HHAOTeHHOM »spuTpornodtuHe <500 ME/mMn u
remoriaooune <100 T1/1 pexomMeHAyeTcsl TPOBEIEHHE TEparuu SPUTPONOI3
crumynupytomumu  nipenapatamMu  (OIICIT) — osmostur anbda**, snostuH Oera**,
#napOsmodTHH anmbda** (mo3upoBKH — CM. NpuiokeHue A3.2) ¢ MeTbl0 MOBBIIIECHUS
MoKazarejae reMorio0MHa W CHUXKEHHS 3aBUCUMOCTU OT TpaHCPy3UM TOHOPCKUX

APUTPOLMTOB. [75—77].
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YpoBenb  yOenuTeIbHOCTH  pekoMeHgauuidi B (ypoBeHb  10CTOBEpPHOCTH
0KA3aTeJbCTB —2)

Kommentapumn: npumenumensuo k MC Huzko2o u npomescymounoco-1 pucka no wkane
IPSS 00Hum u3 noodxo0o6 k Jjieuyeruro pe@dpakmepHviXx aHemuil s611emcs HA3HAYeHue
OIICII. Ilpumenenue spumponosmunos (3nosmur anbda** u dema™*, #oaposnosmun
anbha**) noseonsiem nogvlcumMb KOHYESHMPAyUro 2eMOiI0OUHA, VIYYUUMb KA4eCmeo
JHCUBHU — NAYUEHMO8, OMKA3AMbCA  UIU  HYACMUYHO  CHU3UMb  NOMpPeOHOCMb 8
3aMecmumenbHol  mepanuu  3pUmpoyumcooeprcauumu  Komnonenmamu. Yacmoma
omeema Ha moHomepanuto dspumponosmunamu (I110) npu MJ]C be3 yuema nokazameneti
snoozenno2o 10 nesvicoxa u ne npesviaem 20%. Haznauenue IIICII Heobxo0umo
ocyuecmenams mobKo nocie usmeperus Konyenmpayuu snoocennozo I110. Tax, npu e2o
koHyenmpayuu menee 500 mE/mn u wacmome mpauc@ysutl OOHOPCKUMU IPUMPOYUMAMU
<2e¢ 0o3/mec. aghgpexmusnocmv cocmaegnisem oxono 60%. Ilpu codepacanuu II10 6
cvlgopomke Kposu 6onee 500 mE/mn mepanus D110 manosgppexmusna (~10%). Ilpu
«y3komy» (menee 10%) kpachom pocmke no oanHvim muenocpammol 110 ne nasnauarom.
OoHako, eciu npu 2UCMONIOSUYECKOM UCCLe008AHUU KPACHBINL POCMOK HOPMATbHBIX
pazmepos unu oadxce pacwuper, mepanusi IIICII nposooumcs.

Pexomenoayuu no naznavenuro II1CII npeocmasnensvi 6 [lpunoscenuu A3.2.

Ilpu oocmudicenuu yenesozo yposus Hb 110—120 2/n 110 ommensom.

B ciyuae omcymemesus omeema nocne nosviuienus 0o3vt 110 u/unu oobasnenusn [-KCD
6 meueHue 6—8 Hedelb mepanur OCMAaHABIUBAION.

Takum obpazom, no mueHulo 3xcnepmuoz2o coobwecmsa, nayuenmam ¢ MJC Huzkozo
npomexcymourozo-1 pucka no IPSS, ouenv Hu3K020, HUZKO2O U NPOMENCYMOUHO20 PUCKA
no IPSS-R (em. pazoen 7.1 oannvix pexomenoayuil), ¢ yMEPEeHHoU u msxiceiol anemuen
(cemoenobun <100 2/n), Huzkum yposnem 3HOo2eHHo20 IO (<500 mE/mn) w/unu c
02PAHUYEHHOU NOMPEOHOCMbIO 8 2eMOMPAHCHY3UAX (MeHee 2 eOUHUY dPUMmpOYUmMHOL
maccwl 8 mecay) ciedyem HAYUHAMb Mepanuro Npenapamamu 3N09Mmuna arvga™* umu
bema** ¢ nauanvnou 0oze 40-30 moicsay ME 6 Hedenio unu ucnoib306ams 9KEUSAIEHMHbIE
003vl  dapbonosmuna** (150-300 wmxe/nedento), conocmagumvie NO KIUHUYECKOU
appexmusnocmu ¢ makogou snodsmuna arbpa** uiu 6ema** [76,77].

Jnsa nayuenmos MC-M u M/]C-UB u3 epynnst npomexncymounozo-2 u 8biCOK020 pUcka
no wxane |PSS, epynnsi npomesicymounozo, 8bicoko2o u ouensb 6b1CO0K020 pucka no wKaje
IPSS-R, maxoice 6o3mooicno nasnavenue 6 kauecmee conpogooumenvHol mepanuu, npu

nposedenuu XT u eunomemunupyroujei mepanuu.
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[MTatmenram ¢ MJIC mnpu HedbdextuBHOCcTH Tepamuu OIICII B  MoHOpexume
pexoMeHayeTcs1 J100aBJI€HHE K TEpaluud KOJOHUECTUMYIUPYIOIUX (PaKTOPOB IS
noBbIiieHus 3ppekTuBHOCTH Tepanuu 3puTpornodtuHoM [78-80].

YpoBeHb  YOeqUTEIbHOCTH  peKoMeHIanmuii A  (YpOBeHb  J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 2)

KommenTapuu: seposamuocms omeema Ha KOMOUHUPOBAHHYIO MEPANUIO C NOMOUBIO
OO u I'-KCD** gvrune y nayuenmos ¢ HuU3Kum yposuem suooeenno2o 110 (<500 mE/mn)
u 02paHU4eHHOU nompeoHOCmuvio 8 2eMompancpy3usx (<2 eouHuy
IPUMPOYUNCOOEPAHCAUUX KOMNOHEHMO8 8 Mecsay). IIpu nanuyuu 08yx Heb1a2onpusamusix
NPU3HAKOB 8epOSIMHOCMb omeema cocmasisem 7%, 00nozo — 23%, a npu ux omcymcmeuu
— 74%.

Cnedyem noouepkuyms, umo cowemanuoe npumenenue 110 u [-KCD** naubonee
aghghexmueno y nayuenmos ¢ pePpakTepHOW aHEMHUEH C KOJIBIIEBBIMHU CHIEPOOIacTaMu
(PAKC) npu omcymcmeuu omeema na monomepanuro II10. I'-KCD** geooumcs
nookooicHo om 1 0o 2 mke/ke edceonesno unu 1-2 paza 6 nedento 8 meuenue 6—8 Hedelb.
IIpu nposedenuu kax cmanoapmmuou, max u Hu3ko0o3nou XT 603modcHo npumenenue I -
KCO** npu ooicuoaemoti onumenvhoil HeumponeHuu 6 Kawecmee CONnpOo8OOUMEeNbHOU
mepanuu y nayuenmog ¢ MJ[C.

Mounomepanus I-KC®** @ wnacmosawee 6pems He paccmampugaemcs Kax
camocmosmenvHoe Jieuenue neumponenuu y nayuenmos ¢ MJ]C.

[MTarmentam ¢ MJIC Hu3koro pucka 0e3 HEOJArompusITHBIX aHOMAJIWNW KapUOTHUIA C
TPOMOOIINTONICHUECH  PEKOMEHAYeTCsl  PAcCMOTPETh  BO3MOXKHOCTh  Ha3HAYCHHSI
aHTUTEeMOpPParnyecKux MpernapaToB — CHCTEMHBIX T€MOCTAaTUKOB (#anTpoMOomara*™ ot 50
10 300 mMr BHyTpb uiaH #pomurioctuma** 750 Mr moakoxHo 1 pa3 B HEIENIO) ¢ IEIbI0
TOBBIINICHUST KOJMYECTBA TPOMOOIIMTOB, CHIDKEHHUS 3aBUCHUMOCTH OT TpaHChy3mid
TPOMOOKOHIIEHTPATOB W YMEHBIIICHUS TPOSIBICHHH reMOpparn4eckoro cuHapoma [81—
89].

YpoBeHb  y0eauTedbHOCTHM  pekoMeHaauuii B  (ypoBeHb  10CTOBEPHOCTH
0KA3aTEJbCTB — 2)

KommenTapuu: nposedeno Heckonbko paHO0OMUUpOBAHHBIX UCCTIE008AHULL, Pe3VTbInambl
KOMOPbIX 0eMOHCMPUPYIOm 3¢hhekmusHocms 0aHHO20 8uUda mepanuu y NAYyueHmos ¢
MJIC u3 epynnvl HU3KO20 pucka 6 6uoe NOGblUEHUs KOIUYecmed mpomMoOoyumos u
VMeHbULeHUs NPOSIBTIeHULL 2eMOoppasuiecko2o cuHopoma 8 46—65% cuyuaes. Oouaro, y
nayuernmos ¢ MJIC u3z epynnwi 8vicokoeo pucka, 8 uacmuocmu MJ[C ¢ uzbvimrxom 61acmos,

0obasnenue #onmpomobonaza™* k mepanuu azayumuouHom™* cuusuno sgpgdexkmusHocmo
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mepanuuy 2UNOMemuIupYIoOWUM NPenapamom u yeearuduno yacmomy npozpeccuu 8 OMJL
V nayuenmos ¢ MJ/IC u3 epynnvl Huzkozo pucka npu mepanuu #Hpomuniocmumom**
eepossimnocms npozpeccuu 6 OMJI ¢ meuenue 5 nem 6viia conocmasuma ¢ KOHMpPOIbHOU
epynnou — 12% u 11%.

[Tanmentam ¢ MJIC 13 rpynmbl HU3KOTO M MPOMEXYTOYHOTO-1 pucka mo mkane IPSS u
IPYIIBI HU3KOTO M MPOMEKYTOUYHOro prcka mo mkaine IPSS-R (cMm. pasgen 7.1 maHHBIX
PEKOMEHIaMi) C TUITIOIIIa3Ue KPOBETBOPEHHUS, HOPMAJIbHBIM KApUOTUIIOM, aHOMATHSMU
XOPOIIIEro HIIK MPOMEXYTOYHOTO PUCKA, 3a UCKIIoUeHUueM 70-, i1S0(17(Q), pekomMeHayeTcsi
npoBeaenne ummyHocynpeccuBroi tepanuu (MCT): #uuknocmopua™** (LICA**) +/—
HaHTUTUMOLUTAPHBIN 0Oy auH** (ATI**) ¢ HeNnbl0 JTOCTHXKCHHS IOJIOKUTEILHOTO
OTBETa, B TOM YHUCJIC U TIOJIHOW KIMHUKO-TeMaroiorudeckoit pemuccuu [90].

YpoBenb  y0eauTeJbHOCTH  pekoMeHaauuii B  (ypoBeHb  [10CTOBEpHOCTH
A0KA3aTeJbCTB — 2)

KommenTapuu: onpedenennoe cxo0cmeo KIUHUYECKUX U MOPPON0SULECKUX NPOsEIeHULL
eunonaacmudeckux ¢popm MIC u AA, a makace Knunuyeckue Haba0OeHUs, Kacarouuecs
apexma uMMyHOCYNPeCCUBHO20 8030€UCMBUS Y OMOENbHbIX NAYUEHMO8, 1e2lU 8 OCHOBY
mecmupoganus ATI** ¢ xauecmee memooa mepanuu ¢ 0s8yx KU 2-ii u 3-u ¢a3z. o
00beOUHEHHbIM OAHHLIM 3MUX Npoekmos, omeemunu Ha mepanuio 30% nayuenmos c
Konuuecmeom onacmuvix knemox ¢ KM menee 5%. B cumyayuu PAKC unu PAUB
8eposIMHOCMb Omeema HesHauumenvHa. B pesynomame epynna nuzkoeo pucka no IPSS,
eunoxnemounviti KM no oannwvim eucmonocuueckozo ucciedosanusi, Hebo1bulol nepuoo
npeouwiecmsyowell mpaucgysuonHou mepanuu u sxkcnpeccusi HLA-DRIS5 saensawomcs
Gpaxmopamu  eepoamuozco omeema ua HCT. Haunyuwue pe3yromamel Oaem
komounuposanuas mepanusi ATI™** u [[CA.

Ha ocnose umerowuxca oannwvix, komounuposannyio UCT ¢ nomowvio ATI™** u opanvrozo
npuema L[CA** ¢ meuenue 6 mecayee ciedyem paccmampueams 6 kauecmee 8bloopa Os
nayuenmosg ¢ MJ[C, xoauuecmeom oracmmuwix kiemok 6 KM menee 5%, nopmanvhvim
Kapuomunom uiy mpucomuen 8 Xpomocombvl, 2eMOMPAHCEY3UOHHOU 3ABUCUMOCTBIO
MeHee 2 1em, KOmopbie He ANAI0MC KAHOUOAMAMU HA JleYeHUue poCmo8bIMU (haKkmopamu,
Unu mepanus KOmMopuIMu oxazaniacst Hedggexmuenou, ¢ eermomunom HLA-DR1S,
Mmunumanvrovim ITHI -knonom.

Ha ocnosanuu onvima poccutickux uccieoo8amenvCckux YeHmpos npeoCcmasisencs
B03MONCHBIM peKOMeHO08amb nposedeHue monomepanuu L{CA** ons moi sce kamezopuu
nayueHmos, a makdxice NaAyueHmam ¢ O1A2ONPUAMHBIMU 6APUAHMAMU KAPUOMUNA U

mpucomueti 8. Ilposedenue UCT nayuenmam ¢ MJ]C MmodxcHO HauuHamMb ¢ HA3HAYEHUS
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L[CA** 6 0o3e 5 me/xe/cym. enympsb, pazoeius 003y npenapama Ha 2 npuema. Ilpu e2o
Heaghgpexmusnocmu 8 meuenue 3—6 mecsayes, yeiecoobpasno nposedenue kypca ATl 6
0o3ze 20 me/xe/cym 6 1—5 Onu 8 8ude OnumenbHol 6HYMPUBEHHOU UHPY3UU C NOCIEOVIOUUM
so300n061enuem npuema L{CA**. BozmooicHblm apuanmom nedeHus seisaemcs Havauio
mepanuu ¢ esedenuss ATI™** ¢ doze 20 me/ke/cym 6 meuenue 5 OHell ¢ NOCAEOVIOWUM
nasnauenuem L{CA. Ilpu omcymcmeuu 3¢pgpexkma om komounuposannou UCT 6 meuenue
6-9 mecayes u omcymcmeuu npozpeccuu 3a001e6anHus 8 8ude y8eauyeHus OaaACMHbIX
KIEeMOK U NOSAGIEHUsL HOBbIX YUMOSEHEMUYECKUX UBMEHEHUl, 803MONCHO 6bINOJHEHUE
cnaeHdskmomuu uau nosmopuozo xypca ATI™**. Obwas onumenvHocmv mepanuu OJis
nayuenmos, omeemusuiux na L{CA**, donxcna cocmaename ne menee 24 mecsyes. UCT
Hauboee ONPaBOAHA NPU 2UNONLA3UU KPOBEMBOPEHUSL U HEPABHOMEPHOLL KIeMOYHOCMU
¢ yuyacmxamu eunonnazuu unu aniasuu KM. Ilpu MJC-Ub-1 ¢ 6naconpusmuuimu
AHOMANUAMU KAPUOMUNA U SUNONIA3UEl KDOBEMBOPEHUS MAKICEe MONCEM HA3HAYUAMbCS
HCT, oonaxo monvko nocie koucyromayuu ¢ @edepanbHom yeHmpe.

Ipu neagpghexmusnocmu UCT u coxpaneruu 8blpaxzceHHOol 3a8UCUMOCU OM MPAHCPY3ull
KOMNOHEHMAMU KPOSU YelecO0OPA3HO peleHUe 8ONPoca 0 B03MONCHOCHU BbINOJHEHUs.
amno-TI'CK.

[Marmentam ¢ M/IC ¢ u3onupoBaHHOM nenenuen JJIMHHOTO mieda 5-i xpomocomsl (MIC
¢ 5q—) mpu HEBO3MOXHOCTH TpoBeAeHus wiu HedpdextuBHocTu Tepanuu OIICII
pPeKoOMeHyeTcsl TPOBEJACHUE TEpaluu JCHATUIOMUAOM™*® ¢ 1eNbl0 JOCTHKEHHS
MOJIOKUTEITFHOTO OTBETa, B TOM YHCIE W TIOJHOW KIMHUKO-TEMATOJOTUYCCKOW H
[UTOTeHEeTHUECKOM pemuccuu [56,91].

YpoBenb  yOenurTenbHOCTH  pexkoMeHaaumid B (ypoBeHb  10cTOBEpHOCTH
JI0KA3aTeJIbCTB — 2)

KommenTapuu: 6 xode mnposedenus ucciedosanuii Ovlia 00KA3AHA — BbICOKAS
agppexmusnocms nenarudoomuoa** y nayuenmos ¢ MJ{C c del(5q). Mexanusm oeticmeus
npenapama npu MJC o0vsacHaemcs NpAMbIM YUMOCMAmMuyeckum 6030eucmeuem Ha
namoao2udeckuti KioH kiemox ¢ del(5q) u cmumynupyrowum 3¢pghekmom 6 omHoueHuu
HOpMANbHBIX 3pumpoudnsix kiemox KM. Hesasucumocmv om mpancghysuii Ovlia
ookymenmuposana 8 61 u 70% cayuaes (p >0,05). Meouana epemenu 00 docmudiceHus
omeema cocmasuia 4—6 nedenv. Y nayuenmos ¢ MJIC be3 del(5q) >¢ppexmusrnocmo
HecKonbKo Hudice — 25-27% cnyuaes.

Ilpumenenue nenanudomuda™* naubonee onpasoano y mpaHc@hy3UOHHO3ABUCUMbBIX
nayuenmos ¢ MJ[C c del(5q) (maxcumym c oOHOU Ona2ONpUAMHOU NOJIOMKOU) ULU

yeenuuenuem uqucia Onacmuvix kiemok menwee 10% u3z epynmnbl  HU3K020 UMU
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npomedicymounoco-1 pucxa no IPSS, nuzxoco u npomescymounozo pucxka no |PSS-R,
Komopule He agnaomcs kanouoamamu na mepanuio II1CII unu ne nonyuunu s¢pgpexma om
ux npumenenusi. Jlenanuoomuo** nasnauaemcs 6 0ose 10 me suymps 6 1—21 OHu, kasxcovie
28 owmeni. Ilpu pazeumuu Kax eemamono2u4eckol, max U He2emamonrocuieckoul
MOKCUYHOCMU YelecO0OPA3HO CHUdICeHue 003bl 00 5 me/cym unu 10 me uepe3 Oeub, 8
Makou  003e  BO3MOJCEH NOCMOSAHHBIU npuem 0e3 nepepvisa. OnmumanrvHasn
NPOOOINCUMENILHOCb  MEPANUU  TeHATUOOMUOOM™* ® He onpedenena, Ho, no ecel
sUOUMOCMU, O0NNCHA ObIMb  02PAHUYEHA BpeMeHeM NOBblUeHUs nokazameel
2eMo2l100UHa 00 8epxHeli epaHuybl HOpMbl, 00 MOMEHMA HAYANA NPOSPECCUPOBAHUS UTU
24 mecayes obweli npoOOINCUMENLHOCIU JIeYeHUsl 8 CIyYde COXPaHaoue2ocs omseema. B
Hacmosiujee 8pems, BONPOCbl OMMEHbl NEeHANTUOOMUOA NPU OOCIUNCEHUU CMOUKO2O0
2eMamonocuiecKko20 U HOJIHO20  YUMO2EeHemu4ecko2o  omeema  OOJICHbL
paccmampusamvcs UHOUBUOY ANbHO.

o nauana mepanuu nenaruoomudom™** yerecoobpasno ucciedogams Haiudue Mymayuu
eena TP53, mak kaxk npu ee Hanuuuu ommeveHa 6onee KOPOMKAs NPOOOJHCUMENLHOCb
NOI0JCUMENIbHO20 OmEema U 8blCOKas gepoamuocms npoepeccuu 8 OJI.

[Maruentam ¢ MIC-Ub unun MJIC 6e3 Ub ¢ HebnaronpusaTHbIMU aHOMATUSIMU KapUOTHIIA,
KOTOpBIE IIPH CTPaTU(UKALINYU OTHECEHBI K TPYIINE IPOMEXYTOUYHOT0-2 ¥ BEICOKOT'O PHUCKa
o mkaine IPSS u rpynmne npomMexxyTOUYHOT0, BEBICOKOTO U OY€Hb BBICOKOTO PHCKA IO IIKaJIe
IPSS-R (cwm. pasaen 7.1 maHHBIX peKOMEHIAINN) T TOCTHKEHUS PEMHUCCHU HUITH IPYTOTro
MOJIOKUTEITFHOTO OTBETa PEKOMEHAYETCs TPOBEICHNE TePAITUU aHAJIOTaMU TTHPUMUIIHA
— azaUTUAMHOM** Wim aerutabunom [92-96].

YpoBeHb  y0equTebHOCTH  pekoMeHaaumii A  (YpoBeHb  [10CTOBEPHOCTH
0Ka3aTeJILCTB — 1)

KommenTapuu: azayumuoun™* u oeyumabun omuocsimcs K OpUSUHATLHOMY KAACCY
XuMuomepanesmuyecKux npenapamos — 2UNOMemuiupyiouwux a2eHmos Wil UHUOUmMopos
JHK-memunmpancgepasvl, epmenma, omeeuarwezo 3a MeMUIUPOBAHUE BHOBD
cunmesupyemou /[HK.

B ceeme omcymcmeus npsamulx CpasHUmMeNbHbIX UCCIEO08AHULL MeNCOY A3ayumuouHom™**
U 0eyumaoOuHOM HEBO3MONCHO COeNaAmMb OKOHYAMENbHBIU GbIBOO O Npeumyuecmse mozo
unu 0py2020 npenapama.

Asayumuoun** naznauaemcs 6 HECKOILKUX PeHCUMAX!

75 me/m? nookoorcro 1 paz 6 cymxu 1—7 Onu kasicowie 28 Oueii unu

75 me/m? nookoxcno 1 paz 6 cymrku 5—2—2 (npenapam ésooumcs 1-5-ii u 8—9 onu kypca,

6-11 u 7-11 OHu — nepepwis) Kaxcovie 28 OHell — IMOM PerHCUM MONCHO UCNOLb308AMb NPU
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JleYeHUU 8 OHeBHOM CMAYUOHAPE NPU HEBO3MONCHOCTIU 88€0EHUsI NPENnApama 8 bIXOOHbIE
OHU, 8 MAKOM ClyHae HAYUHamy Kypc yenecoooOpazHo ¢ NOHeOeNbHUKd, Uil

75 me/m? nookoocro 1 paz 6 cymku 6 1-5 Onu kascowle 28 Oueii unu

75 me/m? enympueenno 1 paz é cymiu 6 1—5 onu xascovie 28 Oueil.

Haubonee npeonoumumenvuvim a61semcs 7-OHe8Hblll Kypc mepanuu a3ayumuounom ™,
Ilpu omcymcmeuu npoepeccuu 3abonesanus 3@gekmusnocms mepanuu HeobXo0UMO
oyenusams nocie 4—6 xypca (Koauuecmeo pexomeHoyemvix Kypcog — munumym 6). Ilpu
non0JCUMenbHOM omeeme (NOHAsA, YACMUYHAA UIU KOCHMHOMO320845 DEeMUCCUS,
2emamosno2uieckoe YayuuienHue) mepanuro ciedyem npoooaiCums 00 MOMEeHmMa pa3eumus
BbIPAICEHHOU  2UNONAA3UU  KPOBEMBOPEHUsT UMU  npozpeccuu  3a001e8aHus, npu
omcymcmesuu 3gpgexma unu npoepeccuu NOKA3aHa cMeHa maxkmuKy mepanuu.
Jeyumaburn MONCHO UCNONB308aMb 8 2 PEAHCUMAX B6EOCHUA!

20 me/m? 6 sude 60-munymmnoii ungpysuu 1 paz 6 oenv 6 1—5 onu xaxcovie 28—35 oueii unu
15 me/m? 3 pasa 6 denv 6 sude 3 uacos eHympusennoil ungysuu é 1-3 onu, kaxcovie 6
Heoelb.

Ilpu omcymcmeuu npoepeccuu 3abonesanuss 3pgexmusHocmv mepanuu  ciedyem
oyeHusamv nocie 4 Kypcog (KOnuuecmeo peKoOMeHOYemblX Kypco8 Oeyumaoduna —
munumym 4). Ilpu nonosxcumenvHom omeeme (nOAHASA, YACMUYHAS UTU KOCIIHOMO3208051
pemuccus, 2emamosiocuieckoe yiydulenue) mepanuro ciedyem npoooariCums 00 MOMeHmMa
PA3BUMUS BLIPANCEHHOU SUNONIA3UU KPOBEMBOPEHUS UL NPOSPECCUU 3A00Ie8AHUS.
Bonpoc o cpokax okonuanus onumenvHou mepanuu 2uNOMemuIUpyIOWUMY npenapamamu
be3 evinonnenuss anno-TI'CK oxowuamenbHo He peuieH U HAXOOUMCA HA CMAOuu
00CyIHCOeHUSI 8 MEHCOYHAPOOHOM 2eMaAMOI02UUeCKOM Coobujecmae.

[Maruentam ¢ MJIC U3 rpynmsl IPOMEKYTOYHOTO-2 U BBICOKOTO pricka 1o mkane IPSS u
W3 TPYIIIBI MPOMEKYTOYHOTO, BEICOKOTO U OYE€Hb BBICOKOTO pucka mo mkaie IPSS-R B
KauecTBE WHAYKIMOHHOW Tepanuu TpH HEeIHOEKTUBHOCTH  HU3KOJIO3HOW  WIIH
crangaptHor XT npu nporpeccun MJIC pexkoMeHayeTcst IPOBEIEHUE Kypca MaJIbIX 103
#uurapabuHa™* u #umapyOunuHa** ¢ rUNOMETWIMPYIONIMM MPaiMUHIOM JenuTabuHa
WIM a3alUTUANHA™* C 1EeNbI0 OCTHKEHUS MOJIOKUTEILHOTO OTBETa, B TOM YHCIE U
MOJTHOW KJIMHUKO-TeMaToJiornieckoit pemuccuu [97,98].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumidi C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommenrtapuu: nposedenue [IXT no npoepammam nevenus OJI y nayuenmos ¢ MJ[C
conpogodcoaemcs ymepenHou 3phekmusHocmvio, ONUMENbHLIMU MUETOMOKCUYECKUMU

ACpaHyIoyumo3amu,  BbICOKOU pauuell JemanrvHocmelo (~20%) u  HebonbULOU
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NPOOOIACUMENILHOCIbIO pemuccuu. I unomemunupyowuti npaiMuHne nepeo Kypcom Maiblx
003 #yumapabuna** u #uodapyouyuna** ysenuuusaem anonmos 8 onyxonesvix KiemKkax u
npUBOOUmM K YEeIUUEHUI0 YUMOMOKCUYEeCK020 d¢hgekma Ha jeuxkemuyecKue KiemKu.
Beposimuocms 0ocmuocenusn IIP y nayuenmos ¢ MJ[C uz epynnvi HebONa2ONPUAMHO2O
pucka cocmasasiem 40—60%, npu nesvlcoxoii panHell 1emaibHOCMu.

B ®I'BY «HMHUI] cemamonocuuy M3 P® paspaboman u 6HeOpeH 8 KIUHUYECKYIO
npaxmuxy kypc Aza/Dac-lda-Ara-C: azayumuoun** 75 me/m? nooxoacro 1 paz é 0enwv uiu
deyumabun 20 me/m? euympusenno 1 pas é 0env 1-3 onu, #yumapabun** 10 me/m? 2 pasza
6 OeHb N0OK0XHCHO A—17 Onu, Hudapybuyun** 3 me/m? euympusenno 1 paz 6 denv 4—10 Onu.
Ipu pazeumuu anaasuu Kpo8emeopeHus, MAXCENbIX UHQEKYUOHHBIX UNU 2eMOPPASULECKUX
OCNIOJCHEHUIl 803MOJICHO YKopoueHue Kypca 00 10 Owneil obwell npoooicumenbHoCmu
(Hyumapabun™* eeooumcs ¢ meuenue 7 onei 6 4—10 onu, #udapyouyun™* ¢ meuenue 5
oneit — 3-8 onu) [99].

Oyenka s¢hcpexma npu omcymemeuu npozpeccuu 3a601e8aHUsi OCYuwecmeaisemcs nocie 2-
20 Kypca mepanuu uepes 28—35 Owuetl nocie okoHuanus kypca. Ilpu oocmuorcenuu [IP
npogoosam 2 kypca konconudayuu KMP no moti soce cxeme. Ilayuenmam, y Komopuix ecmo
HLA-coemecmumbiii 0oHop, HeobXx00uMo Kak MOA*CHO paHvuie gbinoaHams anno-11 CK.
Ipu nesozmoxcnocmu evinoanenus anno-TI'CK noodepacusarowyio mepanuio Aza/Dac-
Ara-C nposoosim ¢ meuenue 2 nem (Cm. Ilpunooscenue A3.1) [99].

[Tamentam ¢ MJIC-Ub npu HOpMalbHOM KapHUOTHIIE WM OJUHOYHBIX AHOMAIMSAX W3
TPyNNbl OJArOMPUSATHOTO WM MPOMEXKYTOUYHOTO PHCKA PEKOMEHAYeTCsl ¢ JIeueOHOM
IIEJIBIO MPOBEIEHHE Kypca MajibiX 103 #iurapaduna** (MJIIT) [100].

Yposenb  yOenurTenbHocTH  pekoMeHgamumii C  (YypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrtapuu: neuenue MJ[L] 3a npederamu PD nposoosm ¢ meuenue 14 oueil. B P®
OaHHasi mepanus 4acmo UCNOIb3Yemcs 6 Kauecmee memooa 6vloopa y NayueHmos
cmapute 60 nem ¢ MIC-UB-1 u UB-2 npu nopmo- unu eunepkiemoynou mopghonoeuu KM.
Obwenpunsmoim 8 P® pesxcumom ucnonvsosanus ML sensemcs naznauenue npenapama
6 0oze 10 me/m? (wawe 20 m2) 2 pasa é Oenv nooxodxucro & meuenue 21-28 omeii [1].
Beposmnocms docmuoicenus [IP y nayuenmos ¢ PAUB-2 cywecmeenno eviute, eciu
onumenbHocms  Kypca Ovinia He Mmenee 23 Owueu. QOOHapydiceHue, NO OAHHBIM
mpenanoouoncuu KM, euno- wiu annazuu  KpoGemeEOPHOU MKAHU — NOMOMCEm
CKOPPEeKmupo8ams 8b100p mepanesmuiecko2o nooxooa. onumenvhocme mepanuu ML]
Modicem Ovimb ymeHvutena 0o 10-14 Oueti (u ooza #Hyumapabuna** moowcem Ovimo

peoyyupogarna 0o 10 me 2 paza 6 denv) Hnmepasanvt mesxwcoy yuxiamu cocmagnsiom 28—30
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OHell, a mepanus nNPo8OOUMCsL 8NJIOMb 00 NPOSPECCUPOBAHUSL UNU NOABIEHUS NPUSHAKOS
HenpuemieMou moxkcuunocmu, Ho He Oonee 3 nem. Ilpumenenue MJ[L] naubonee
YenecoobpasHo y NAyueHmo8 ¢ HOPMAIbHbIM KAPUOMUNOM UIU C O1AONPUATMHLIMU
abeppayusmu [1]..

[Tarmentam ¢ MIC-MUB-2 momnoxe 45 jeT npu HEBO3MOXHOCTH MPOBEICHUS TEparnu
TUIOMETHIMPYIOIIMMU MpenapataMu peKoMeHyeTcsl IPOBe/IeHrEe Kypca HHYKIIMOHHOM
Tepanuu 1o nporpaMmmam OMJI ¢ UCIONB30BaHUEM PA3IMYHBIX COUETAHHUM CIIETYIOIIUX
npemapaToB: #uuTtapaOuu**, #unapyounun™*, #mutokcaHTpoH™*, #mepkanromypur™*,
#bunrpactum™* (cm. [Ipunoxenue A3.1, a Takke cM. MPOPUIBLHBIE PEKOMEHAAIINHU T10
neuenuro OMIJI) [1-5,101].

YpoBeHb  yOenutenbHocTH  pekoMenganumii C  (YypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

[Maunentam ¢ MJIC-UUb npu HOpMalbHOM KAapUOTHIE U THIOILIA3UMM KPOBETBOPEHUS B
Bo3pacte crapmie 70 JIeT TpU HEBO3MOXXHOCTU TPOBEACHHS MPOrPaMMHON Teparuu
peKoMeHAyeTcsl TpOBEIEeHUE Kypca HHU3KHX 103 #wmendamana** 2 wmr/meHp i
JTOCTHIKEHHS ITOJIOKUTEILHOIO OTBETA, B TOM YHCIIE U MOJIHOM pemuccu. [102,103]
YpoBeHb  y0equTeIbHOCTH  pekoMeHaanuidi B (ypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3)

KommenTapum: ucnonvzosanue manvix 003 meaganana** 6wino ucciedo6ano 6 08yx
NPOCNEKMUBHBIX KO2OPMHBIX —UCCIe008AHUSX, KOMOpble CYMMAapHo exkawyanu 29
nayuenmos ¢ MJ[C evicoxoco pucka. Obwuii omeem npu smom cocmasui 38—40%,
omMmeyanach MUHUMAIbHAs MOKCUYHOCMb. Bepoamnocms omeema na mepanuio 6vina
camoti 8blcOKOU )y nayuenmos ¢ cunokiemoynvim KM, uzdvimkom 61acmos u HopmMaibHbim
Kapuomunom.

[Marmentam ¢ MJIC-Ub B Bo3pacte crapuie 70 jieT IpU HEBO3MOKHOCTH MPOBEACHUS
MPOrpaMMHOI  Tepanmuu PeKOMEHAYeTcsl TMPOBEJCHHE NATMATUBHOW  Tepamnuu
#Mepkantonypunom** [1,2].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauumii C  (YypoBeHb  /10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

Kommenrapuu: y nayuenmos c¢ MJ[C, npomexarowum ¢ 61aCmo30M, 603MONCHO
ocywecmenenue mepanuu mepkanmonypurom**. Ilpenapam nasuauarom 6 doze 60 me/m?
8HYMPb 3a 2 npuema 8 NOCMOAHHOM pedcume C KOppeKyuell 003bl Ul OMMEHOU Npu
pazeumuu 2nyboxoii yumonenuu. Ipu crudicenuu yucna neiikoyumos menee 3,0%10%n
003a npenapama cuudicaemcs na 25%, menee 2,0x10%n — na 50%, a npu nadenuu 0o

yposus menee 1,5x10%n ommensemes 0o soccmanoenenusn nokazameneii, ko20d i1eyeHue
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MOdCHO — OyOoem  80300HO8umb.  Tepanus  mepxanmonypuHom™*, — kax — npasuo,

pacemampuseaemcs UCKIIYUNENIbHO 6 Kavecmee naliuamueHoco nooxooa [1,2]

[Mammentam ¢ MJC w3 rpynmsl  HOPOMEXYTOYHOro-1 pucka, Ipu HaJIUYUU
HEeOJIaronpusATHBIX aHOMAJINI KapHOTHUIIA, TPOMEKYTOUYHOT0-2 HIIM BBICOKOTO PHCKA IO
mkane IPSS win u3 rpynmnsl MpoMeXyTOYHOT'O, BBICOKOTO U OY€Hb BBICOKOTO PHCKa MO
mkane IPSS-R (cM. pasmen 7.1 gaHHBIX peKOMeHanuii) B Bo3dpacte <60—65 net, mpu
OTCYTCTBUH TSDKEJIBIX COIYTCTBYIOIIMX 3a0osieBaHuil, a Taxke nmauueHtam ¢ MJIC 6e3
n30bITKa 0JacTOB M3 TPyNmbl MpPOMEXyTouyHoro-1 pucka mno mkaine IPSS wu
MpoMeXXyTouHoro pucka mo mkaie IPSS-R monoxe 40-50 ner, pe3uCTEHTHBIM K
MPOBOJIMMON TEepalMH, C BBIPAKEHHON 3aBUCHMOCTBIO OT TpaHC(y3Wl KOMIIOHEHTaMHU
KpoBH, pekoMeHayercsi nposeaeHue amio-TT'CK ¢ wnenpro JOCTHXKEHHS IOJHOTO
ouonornuyeckoro uzneuenus [104].

Yposenb  yOenurteqnbHOCcTH  pekoMeHpganuii C  (YypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

KommenrTapuu: pexomenoayuu no nposedenuro anno-1T1'CK y nayuenmoe ¢ MJC
Onuparomcs Ha NPOCNeKMusHvle PAHOOMUBUPOBAHHbIE U HEPAHOOMUIUPOBAHHblE, a
maxaice epynnosvie KU. Ilo oannvim MedscoynapooHo2o pecucmpa no mpaHcniaumayuu
kocmuozo mo3zea (IBMTR), ochosannom Ha ananuze pe3yiomamos jedenus 387 3pocivlx
nayuenmos ¢ MJ]C, xomopwvim Ovina evinoanena anno-11'CK om HLA-udenmuunoeo
cubnuHea, KYMyIamueHAasi CMEPMHOCMb, C8A3AHHAA C MpaHcnianmayuetl, cocmasuia 32%
6 meyenue 1 200a u 37% 6 meuenue 3 nem, KyMyIAMueHas yacmoma peyuoueos 17% u
23%, OB — 53% u 40% coomsemcmeenno. Konuuecmeo donacmuuix knemox ¢ KM u puck
no IPSS nokazanu obpamuyto 3a8ucumocms ¢ 6e3peyuoUBHOU BbIHCUBAEMOCHbIO NOCIIE
mpancnianmayuu. Beijcusaemocms 0e3 npoepeccupogaHus y nAyueHmos u3 epynnol
HU3K020 UlU NPpomeducymouno2o-1 pucka no wixane IPSS 6 meuenue 5 nem cocmasuna 60%,
npomexcymounozo-2 — 36—44% u evicoxkozo pucka — 28-30%.

Onmumanvuvle cpoxu 0 evinoanenus aino-TI CK om HLA-coemecmumozo 0oHopa npu
M]J]C onpedenenvl 6 ananuze kiunudeckux peutenuti IBMTR. B smom ucciredosanuu 6u110
NOKA3AHO, YMO HPOOOINCUMENbHOCb HCUSHU ) NAYUEHMO8 U3 SPYNNbl HU3K020 WU
npomedicymounoco-1 pucxka no wxane IPSS ovina eviue, xocoa mpancnianmayusi 6viia
OMCpoyeHa 80 8peMeHU, HO 8bINOIHALACL 00 mpancgopmayuu 6 OMJIL. Hanpomus, ons
nayuenmos u3 2pynn HNpoMedCYmouyH020-2 U 6blCOKO20 PUCKA UMEHHO HeMeOleHHAs.
MPAHCRAAHMAYUS CYWECMBEHHO Yayduuiaem nokasamenu gviocueaemocmu. llpueneuenue
HEPOOCMEEHHO20 OOHOpA 6 Cayyde OMCYMCMEUs coemecmumozo no cucmeme HLA

POOCMBEHHO20 OOHOPA He NPUBOOUM K YBETUYEHUIO TeMalbHOCHIU.
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Puck 3abonesanus 6 coomeemcmeuu c IPSS, 6o3pacm u uanuuue conymcmeyiouell
namonoauu, oyenernuvie no unoexcy komopouonocmu TI'CK (HCT-Cl — cm. Ipunoocenue
13 [105]) sensaromes naubonee 3HAUUMBIMU KIUHUYECKUMU OAHHBIMU NPU PACCMOMPEHUU
sonpoca o nposederuu nayueumy auno-11 CK.

IIposedenue anno-TI'CK 00121cH0 Obimb co8MeCmHbIM peuleHuem 8padd, nayueHma u e2o

CeémMblUl, NOCKObKY UX OMHOWERUE K PUCK)Y ABIAENMCA onpedeﬂﬂmmww.

3.2. ConpoBoaNTEILHAS TEPANUS

Bcem nammentam ¢ MJIC nipu ipoeiennn XT pekoMeHyeTcsl C 1eblo MPOPUIaKTUKI
TOIITHOTHI U PBOTHI BBEICHUE IPOTUBOPBOTHBIX Mpernaparos [106].

YpoBeHb  y0eauTelbHOCTHM  pekoMeHaauuii B  (ypoBeHb  [10CTOBEpPHOCTH
JI0Ka3aTeJIbCTB — 3)

Bcem mnamumentam ¢ MJC npu mnpoBeleHUM MHIYKUMOHHBIX KypcoB XT ans
npoQHIAKTUKY TUIIEPYPUKEMHH PeKOMEHIyeTcs prueM autonypunona** [107].
YpoBenb  yoOenurTeabHOCcTH  pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Bcem manmentam ¢ MJIC npu paszButuu QpeOpHIbHON HEHTPONECHHH pPeKOMeHIyeTcs
UCIIOJIb30BaTh B KaUeCTBE aHTUOMOTUKOB NEpBON NTUHUU Lieponepa3oH + cynbpOakTam™*,
MUIMEpalWUIMH + Tazo0akTam,  nedpenum**,  nedrazumum™*  mus  KynupoBaHHS
nHpEKIMOHHBIX ocmokHenuit [108,109].

YpoBens  ybOenutTeabHocTH ~ pekomenHaanmii C  (ypoBeHb  [I0CTOBEPHOCTH
10KA3aTeJILCTB — D)

Kommenrapuu: npu wnesgpgexmusnocmu anmumuxpodouou mepanuu 1 jaunuu ee
MOOUhuKayuro HeobdxXooUMo NPoBoOUMb C YUemom OAHHbIX NPOBEOEHHO20 00CIe008aAHUS
(KT, muxpodbuonocuueckue ucciedosanus u m. 0.). Haznauenue xapbanenemos 6 kawecmee
AHMUOUOMUKOB NEP8020 Imana npu GedpuirbHOU HelimponeHuu 000CHOB8AHO Y NAYUEHMO8
C cenmuyecKuM WOoKOM, a MakKaice 8 KIUHUKAX, 20e 8 2IMUoI02uu uHgexyuti npeobradarom

aHmepobaxmepuu ¢ npooyKyuet bema-iaxmamas pacuupernnozo cnekmpa (bJIPC).

Bcem mnanmentam ¢ MJIAC npu nposenenun kypca ATI**  pexomenayercs
npounakTHYeCKuil MpueM aHTUOAKTEPHATBbHBIX M TMPOTUBOTPUOKOBBIX TPENapaToB
[110].

YpoBens  yOenutTeabHOcTH  pekomeHaaumii C  (YpoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: npu nposedenuu xypca ATI™** pexomenoosan npoguraxmuueckuti
npuem 480 me/cym #Hrxo-mpumokcazona**, 200 me/cym ¢haykonazona**.
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Bcem mammentam ¢ MJIC ¢ 5q— € TtpombGomuramu >200x10%n mpu mpoeaeHHH
UMMYHOMOJIYJIHPYIOIICH TEpanuu JICHATUAOMUIOM™* peKOMeHIAyeTcs TIPOBEIACHHE
AQHTHATrPETaHTHOW TEepalvH B CBS3U C BO3MOXKHBIM Pa3BUTHEM TPoMOO03a rIyOOKUX BEH
[111].

YpoBenb  yOeaurTenbHocTH  pexkoMeHgauumid C  (YypoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeIbCTB — 4)

KommenTapuu: npu ykasanuu Ha Hanuuue mpombO0306 6 anamuese yeiecooopasHo
dobasnenue aumukoazyisumuou mepanuu. llpu nposedenuu uUMMYHOMOOYIUPYIOWell
mepanuu mpomoomu4eckue OCLONCHEHUsT MO2YM pA36UBAMbCs He MOJbLKO 6 Hayaie
mepanuu npu mpomoOOYumo3ax, HO U Npu NOBbIUEHUU 2eMO2N0OUHA OO0 HOPMATLHBIX

3HAYEHUU.

Bcem manuentam MJIC nepen BbIONHEHUEM TpaHC()Y3UH KOMIIOHEHTOB KPOBH C LEIbIO
npopUIaKTUKU  IUTPATHBIX W JPYTUX peakluuid peKOMeHIyeTcsl BBEICHHE
AHTUT'UCTAMHUHHBIX [PCapaToB OJHOKPATHO B AO3HUPOBKAX B COOTBCTCTBHU C
MHCTPYKIMSIMH 110 TPUMEHEHHIO COOTBETCTBYIOIIUX Tpernaparos [61].

Yposenb  yOenurTeqbHOcTH  pekoMeHpgamuii C  (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Bcem mamumentam ¢ MJIC, y KOTOpBIX BBISIBICHBI MPU3HAKH AJJIOCCHCHOWIIM3AINH,
PeKOMEeHAYeTCsl TepPeTMBaTh KOHIIEHTPATH TPOMOOIIUTOB 110 WHAWBUYTEHOMY MTOJI00PY
A7st oBbIteHus 3¢ ekTuBHOCTH Tpanchysuit [112].

Yposenb  yOenurtenbHocTH  pekoMeHpganuii C  (YypoBeHb  [10CTOBEPHOCTH
10KA3aTeJILCTB — D)

KommenTapuu: npeodonenue annocencubunuzayuu y nayuenmos ¢ MJI[C mpebyem
KOMNIEKCHO20 N00X00d, KOMOPbIL NOMUMO UHOUBUOYATbHO20 NO0OOPA MPOMOOYUMOS
gKOYaem 8 cebs GbINOJHEHUe eyeOHbIX niasmagepesos (4—5 ceancos c 3ameujeHuem
anbOYMUHOM) ¢ nociedyoueli mpancgysueu 60abuux 003 mpomboKoHyeHmpamos (12—

16 003).

Bcem mnammentam ¢ MJIC, cocTosHME KOTOpBIX MPEMATCTBYET JOCTATOYHOMY
€CTeCTCTEHHOMY IHTaHUIO, PeKOMeHIyeTcsl o0ecreueHue OSHEPreTUYeCKUMU U
IUTACTUYECKUMH CyOCTpaTaMu 3a CUET SHTEPAIbHOTO W/HIIM MapeHTepalIbHOTO MUTAHUS
[113,114]

YpoBenb  yOenuTelbHOCTH  pekoMeHaauuidi B (ypoBeHb  J10CTOBEpHOCTH

0KA3aTEJbCTB — 2)
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KommenTapuu: wnedocmamounocms numanus — omacowaowuti @axkmop npu
npogedenuu  yumocmamuyeckou mepanuu u awo-TI'CK.  Obwas cymounas
snepeemuyeckas émxkocmv A1 u 1111 y nayuenmos cmapwie 18 nem paccuumseigaemcs Ha
UOeanbHyI0 Maccy mena, 8 moM 4ucie Npu HAIUYUU ONHCUPEHUS, CO2NIACHO YPABHEHUIO
Xappuca-beneouxma (25-30 xxan/ke, oenox 1,2-1,5 o/ke/cym), a maxace ¢ yuemom
KO2(hhuyuenmos, nosvIUAIOWUX UTU NOHUNCAIOWUX IHepeemudecKue NnompeoHOCmu
opeanuszma, nanpumep npu PTIIX xuweunuxa — oenox 1,5-2,0 2/ke/cym u xoauvecmea
ecmecmeenHo2o numanusa. Kpumepuem ommensvt HympuyuonHou mepanuu sA61iemcs
goccmanogienue ecmecmeeHno2o numanus oOonee 60% om HeOOXOOUMBIX CYMOUHBIX
nompebnocmeti 8 meuenue 3-xX NOCIe008AMENbHbIX OHEll.

Bcem nanumentam ¢ MJIC BBeneHue IIIIOKOKOPTUKOUJIOB PEKOMEHAYeTCsl TOJbKO IPU
Pa3BUTUH TSHKENBIX )KU3HEYTPOXKAIOIINX cocTosiHmiA [115].

YpoBenb  yOenutenbHocTH  pekoMenaaumii C  (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

3.3. Xupypruyeckoe JeuyeHue

[Tarmentam ¢ M/IC 13 rpynmbsl HU3KOTO pucka (cM. pa3aen 7.1 TaHHBIX pEeKOMEHIalnii) ¢
THIIOTIIa3uell KpoBeTBOpeHus mpu oTcyTcTBuH d¢¢exra or UCT wmnmm mamueHtam c
MpHU3HAKaMU ayTOMMMYHHOH aHeMUHU WM TpomboruTonenuu B couetanuu ¢ MJIC, unu
narueHTam MJIC ¢ yBenMueHHBIMU pa3MepaMu CENIe3eHKH C JIeYeOHO-IMarHOCTUYECKOM
[EJTBI0 PEKOMEH/IYeTCsl BBIITOJHEeHUE cruieHdkTomun [1,116].

YpoBenb  ybOenutTeabHOCTH  pekoMmeHaaumii C  (ypoBeHb  I0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrtapuu: cnienskmomus y nayuenmos ¢ MJIC 6 cmpanax EC npumensemcs peoko,
8 OCHOBHOM Yy nayueHmosg c 2aybokol mpomboyumoneHuel. B P® nakonnen onvim
gbinonenus: cniaenskmomuu y 33 nayuenmos ¢ M/IC. Yawe onepayus nposoounace npu
2UNONIA3UU KPOBEMBOPEHUs N0 OAHHbIM 2UCmoiocudeckozo ucciedosanus KM (75%). B
16 (48%) crayuasax 0o cnaenskmomuu npogoounacs komounuposannas UCT. B 6 (18%)
CIYYasx OOKYMEHMUpPOBAHO YeelruueHue pamepos cenezenku oOonee 15%8 cm. Kak
aghghexm om nposedenus cnaenskmomuu y 16 (48%) nayuenmos ommeueno cHudcenue
3asucumMocmu om 2emompancgy3uil.

ChnaeHaKkmomuro cenamensHo 8blNOIHAMb JANAPOCKONUYECKUM OOCHYNOM.

CrnemyeT ydecTh, U4TO Yy MallMEHTa MOTYT OBITh HECTAaHJAAPTHBIC MPOSIBIICHUS OOJIC3HHM, a

TaKXXE COUCTaHHC KOHerTHOﬁ 0ose3Hu C APYTrUMH MATOJIOTUsAMU, YTO MOXKET JUKTOBATH
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JeqanieMy Bpauy U3MEHEHHUS B allTOPUTME BbIOOpa ONTUMATbHON TAKTUKU TUATHOCTUKYU U

JICUCHHUA.

4. MeauuuHCcKas peaduauTanus, MeAMUINHCKHAE MOKA3AHUS U

NMPOTUBONOKaA3aHUA K IPUMECHCHUIO METO/10B peaﬁnﬂnTaunn

Bceem mammentam ¢ MJIC pexkoMeHayeTcs HpoOBeIEHHE MEIUIUMHCKOW peadMiInTaIiu,
KOTOpast BKJIIOYaeT B ce0si 3pPeKTHBHYI0 00€300IMBAIOIIYI0 TEPAHI0, HYTPUTHBHYIO
MOJIICPIKKY, 0OecTieueHIe TICMXOJI0THYECKOT0 OIarornorydns © MAaKCHMaIbHO BO3MOKHOE
¢dusnveckoe GyHKIIMOHUPOBAHUE HA BCEX dTalax JICUCHUS U MOICPKUBAIOIICH Tepariuu
[117].

YpoBenb  yOenutenbHocTH  pekoMeHganumii C  (YypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenrapun: meduyunckas peaburumayus npu nevenuu nayuenmos ¢ MJ[C sensemces
yacmolo noodepoicusaowell mepanuu, HAnpasieHHOU HA YMeHbUleHUe OCI0HCHEHUL,
MakcumanbHoe — obecnedeHue — QuUUYECKUX,  IMOYUOHATbHLIX U  COYUANbHBIX
nompebHocmell, YIyuueHue Kauecmed JHCU3HU NaYyueHmos u 4ieHos ux cemell. Ilpunyunul
peabunumayuu  00NHCHbL  OblMb OCHOBaHbL Ha Medcoynapoonoll  Kiaccuguxayuu
@DYHKYUOHUPOBAHUSL, — O2PAHUYEHUU  JCUu3HedesmenbHocmu U 300posbs  (MK®),
paspabomannou BO3 6 2002 200y. [hnaeuvie ycnosus exmoyarom —pabomy
myavmuoucyuniunaprou opueaovt (M/B), pannee navano, nayuenm-opuenmupo8aHHslil
nooxo0, OnumenvbHoe HAONOEHUEe U NPeeMCMBEeHHOCIb N0 MeCmy JHCUMeNbCmed
nayuenma. B cocmae MJ[b npu pabome ¢ nayuenmamu, cmpaoarowumu M/[C, 6xooam
8pay no Quauyeckol peaduIUMAyUOHHOU MeouyuHe, 6pad 2emamonoe-0OHKOL0L,
KAUHUYECKUU NCUXON02, MEMOOUCM-UHCIPYKMOP, 9p2omepanesm, MeOUyuHCcKas cecmpad,
POOCMEEHHUKU nayueHma u cam nayuenm. B pesynomame ouacHOCmMuxu HapywleHuu
CMPYKMyp u YHKYULl Opeanu3ma, 02panuienuti akmueHoCmu U y4acmusi nayuesma, a
Makoice oyenKu hakxmopos okpyicaroujell cpeosl U NEPCOHANbHBIX PaKmopos nayuenmad,
8bICMABNACMCA  PeaOUIUMAayUuoHHblll  OUACHO3,  Onpedensemcs  NOmeHyuanl U
paspabamuléaemcs UHOUBUOVAIbHBIN NIAH peaburumayuy nayuenma, OCHOBbI8AACh HA

KpamKoCpoOUHble U 0OJZZOCp01{Hbl€ yeau pea6wzumauuu.
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5. IllpodpunakTuka u AMCNAHCEPHOE HAOIIOIeHNEe, MeIUIIUHCKHE

MOKA3aHUS U MPOTHBONMOKA3AHUS K NPUMEHEHUI0 MEeTO10B NPOPUIAKTHKH

Bceem nmammentam ¢ M/IC pekomeHayeTesl TTIOCTOSTHHOE TUHAMUYECKOE HAOIIOICHUE Y
remaroJiora B TeueHue Bcei sxu3nu [1,118].

YpoBenb  yoOeaurTeqabHocTH  pexkoMeHaauumid C  (YpoBeHb  /I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: rpaduk aucnaHcepHOro HaOIroleHUs HE OTpabOTaH, YCTaHABIMBACTCS
UHJUBUAYAIBHO KaKIbIM BPayoM ISl KaKJIOTO NAalUeHTa B 3aBUCUMOCTH OT BapHaHTa

MI[C, BO3pacTa MayueHTa U HaJIM4nA COHYTCTBYIOH_Ieﬁ I1aTOJIOI'HH.

6. Opranusanus oka3aHuss MeIUIUHCKOH MOMOIIH

MenunuHckass MMOMOIIb, 32 HMCKIIOYEHHEM MEIUIIMHCKON IOMOIIM B pPaMKax
KIIMHAYECKOW arpoOanuu, B COOTBETCTBUU ¢ (heaepanbHbiM 3akoHOM oT 21.11.2011 Ne
323-@3 (pexn. ot 25.05.2019) «O6 ocHOBax OXpaHbI 30POBbs TpakaaH B Poccuiickoii
denepanum OpraHu3yeTcsl U OKa3bIBaeTCs:

— B COOTBETCTBUHU C IOJOXEHHEM 00 OpraHu3alui OKa3aHUs MeEJAULIUHCKON
MOMOIIY 0 BHJIaM MEIUIMHCKOMN MOMOIIM, KOTOPOE YTBEPKAAECTCA YIOITHOMOUYEHHBIM
(denepanbHBIM OPraHOM UCIOJIHUTEIBHON BIIACTH;

— B COOTBETCTBHHU C MOPSAIKOM OKa3aHMsI MOMOIIU MO HPOPUITI0 «€MaTOJIOTH,
00s3aTeNbHBIM JUISI UCHOJHEHUs Ha Teppuropun Poccuiickoit ®denepanuu Bcemu
MEIUIUHCKUMH OpTaHU3aIUSIMH;

— Ha OCHOBE HACTOSIIIUX KIMHUYECKUX PEKOMEHAALINMT;

— C y4eToM CTaHJApTOB  MEIUIMHCKON  TMOMOIIM,  YTBEP)KIEHHBIX
YIIOJIHOMOYEHHBIM (heiepabHbIM OPTaHOM HCTIOJIHUTENIBHON BIACTH.

[lepBuuHasg crenuanu3upoBaHHAs MEIUKO-CAaHUTApHAas IOMOUIb OKa3bIBaeTcs
BpauoOM-T€MaTOJIOTOM U HWHBIMH BpauaMU-CIIELMATUCTAMH B IIEHTpe aMOyJIaTOpHOM
reMaTOJIOTMUECKONW/OHKOIOTHUECKON MIOMOIIIU 100 B NEPBUYHOM
reMaTOJOTMYECKOM/OHKOJIOTHYECKOM ~ KaOWHeTe, NEepBUYHOM  IeMaTOJIOrMYeCKOM
OT/ENICHUH, TTOTUKIMHIYECKOM OT/IeIEHMH OHKOJIOTMYECKOTO AUCIIaHCepa.

[Tpu BeIABACHHMH y 0OJABHOTO Muenoauciuiactuueckoro cuaapoma (MJC) wim
MOJIO3PEHUH Ha HEro Bpayu-TepamneBThl, Bpayl-TE€pareBThl y4acTKOBbIE, Bpaul OOIIeiH

IPaKTUKH (CeMeﬁHLIC Bpa‘{I/I), Bpaun-ClICHUAIMCThI, CPECAHNUEC MCIUITUHCKUC pa6OTHI/IKI/I B
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YCTAaHOBJICHHOM TOPSAKE HAMpaBisAlOT OOJNBHOrO Ha KOHCYNbTALMIO B  ILIEHTP
aMOyJIaTOpHOH TeMaTOJIOTUYECKOW/OHKOIOTHYECKOH TIOMOIIM JHOO0 B TMEPBUYHBIN
reMaTOJIOTHUECKUI KaOMHET, MEePBUYHOE I'eMaTOJIOTHYECKOE OTICNICHHE MEIUIIMHCKON
OpraHu3alMM I OKa3aHMs eMy NEPBUYHON CIEHMAIN3UPOBAHHON MEIUKO-CAaHUTAPHOMN
ITOMOIIIH.

Bpau-rematonor amOynaTOPHOTO WM CTAllMOHAPHOTO 3BEHA IeMaTOJIOTUYECKOM
IIOMOLIY OPraHU3YET BBIIOJHEHUE JUATHOCTUUECKUX MCCIIEN0BAaHUMN, HEOOXOAUMBIX AJIs
YCTaHOBJICHUS AUArHO3a.

B cnydae HEeBO3MOKHOCTH NPOBEECHNS JUArHOCTUYECKUX UCCIIEI0BAHUM MTallUEHT
HalpaBJIAE€TCsA JIeYallluM BpadyoM B MEIUMLMHCKYIO OpraHU3alldi0, OKa3bIBAaIOILYIO
MEIUIMHCKYI0 MOMOLIb OOJIbBHBIM € TI'€MaTOJOTMYECKUMHU 3a00JI€BaHUSIMHU  JUIf
YCTAaHOBJICHWS] JIMarHO3a W  OKa3aHWs  CIELHAIU3UPOBAHHOW, B TOM  YHUCIE
BBICOKOTEXHOJOTUYHOM, METULIMHCKON OMOIIH.

IIpu BbiBaenun MJIC unu noAo3peHUM Ha HErO0 B XOJ€ OKa3aHUs CKOpOM
MEIULIUHCKOW TOMOIIM OOJBHOTO TMEPEeBOAAT WM HANPABISIOT B MEIMIIMHCKUE
OpraHM3allfK, OKA3bIBAIOUINE METUIIMHCKYIO MOMOIb OOJbHBIM C TeéMaTOJOTHUYECKUMU
3a00JIeBaHUSAMHU, NJISl ONPEICICHUS TAaKTUKU BEACHHUS U HEOOXOAUMOCTH MPUMEHEHUS
JIOTIOJIHUTENBHO APYTUX METO/A0B CHEIUAIU3UPOBAHHOTO JICUECHUS.

CreunanusupoBaHHasi, B TOM YHCJIE€ BBICOKOTEXHOJOTHYHASI MEIUIMHCKAs
MOMOIIlb  OKa3bIBAETCSI BpayaMU-TEMATOJOTAaMH B  MEAUIMHCKUX OpraHu3alusx,
OKa3bIBAIOIIMX MEIUIMHCKYI0 Tmomoulb OonbHbiM  MJIC, uMermux JHLEH3UIO,
HEe00X0IMMYI0 MaTepUaIbHO-TEXHUYECKYIO 0a3y, cepTU(PUIIMPOBAHHBIX CIIELIUATINCTOB, B
CTallMOHAPHBIX YCJOBHMSIX M YCJIOBHMSX JHEBHOIO CTallMOHApa W BKJIKOYAEeT B ceOs
npoUIaKTUKY, AUArHOCTUKY, JEYEHHE IeMaTOJIOTMYEeCKUX 3a00JeBaHUM, TpeOyIoMX
WCIOJNBb30BaHUS CHEHUAIbHBIX METOAOB U CJIOKHBIX YHHMKAJIbHBIX MEIULIMHCKUX
TEXHOJIOTUH, a TAaK)Ke MEIULUHCKYIO peaOuIUTAaLINIO.

B meaummHCKoON opraHu3aiiy, OKa3bIBAIOMIEH MEIUIIMHCKYIO0 TOMOIb OOJIbHBIM
MJIC, TakTHKa MEIUIIMHCKOTO OOCIEeIOBaHUS M JICUCHHUs YCTAaHABJIMBACTCS BpavyaMu-
reMaToJIOraMH C MIPUBJICYEHUEM IIPU HEOOXOUMOCTH APYTUX Bpadel-CeaaIicToOB, IpU
HEOOXOUMOCTH — C TPOBEACHHEM KOHcUIMyMa. PelneHune KoHCuiMyma Bpaudeil
oopmiisieTcss TPOTOKOJIOM, TOJMUCHIBAETCS Yy4YaCTHHUKAMU KOHCHJIMYyMa Bpaued U
BHOCHUTCS B MEJJUIIMHCKYIO IOKYMEHTAIIUIO OOJIBHOTO.

[lokazaHus K TOCHMUTAIM3allMM B KPYTJIOCYTOUHBIM WM JHEBHOM CTallMOHap
MEAUIIMHCKOW OpraHu3allid, OKa3bIBAIOUIEH CHEelHalu3UpPOBaHHYI0, B TOM 4YHCIIE

BBICOKOTEXHOJIOTHYHYI0 ~ MEIULUHCKYI0 IIOMOIIb IO  MNPOQHII0  «OHKOJOTHS»
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OTIPEICTSAIOTCA BPAaYOM-TeMaTOJIOrOM/KOHCUIIMYMOM Bpaueld ¢ TpUBJICYCHHUEM IpHU
HEOO0XOIMMOCTH JIPYTHX Bpadyel-CIeUaInCTOB.
IMoka3zanus AJs1 IVIAHOBOI FOCIUTAIU3ANNH
1. OGcnenoBanue c 1enpto Bepudukanuu auarsoza MJIC y manueHTta ¢ 1noao3peHueM Ha
MJIC, npu HEBO3MOXKHOCTH 00cie10BaHUSI B aMOYJIaTOPHBIX YCIOBHUSX.
2. uarnoctuka peuuauBa MJIC, ycyryOneHuss amjasudl  KpPOBETBOPEHHUS WM
tpancpopmarmu B OJL.
3. IIpoenenune ouepennoro kypca MCT wmmm XT B ycClOBHSAX KpPYIJIOCYTOYHOTO JIHOO
JTHEBHOI'O CTallMOHapa.
4. BpINOTHEHUE MIAHOBBIX XUPYPrUYECKUX BMEUIATEIbCTB.
5. BrbInosiHEHWE IUJIAHOBBIX  AKCTPAKOPHOPAIBHBIX  METOJOB OYHUIICHUS KpPOBU U
3aMECTUTEJIbHOW [TOYEUHON TEeparuu.
6. IIpoBenenue 3amnanupoBanHoii TI'CK.
7. TlpoBeneHune 3aMeCTUTENbHON T€MOKOMIIOHEHTHON TEpaInu.
Iloxa3anust 11 IKCTPEHHOI roCINTAIM3ALUN
Heotnoxueie cocrosinuga y nanuentoB ¢ MJIC u npu nogo3penuun Ha MJIC:
— (peOpunbHas TMXOpagKa U UH(EKIIMOHHBIE OCIOKHEHUSI Ha (DOHE HEUTPOIIEHUU MOCIe
kypca XT wm vHa pone UMT/UCT;
— TeMOpPpParudeCcKuil CUHAPOM;
— TPOMOOTHYECKUE OCIIOKHEHMUS;
— HEOOXOJMMOCTh TPOBEACHUS IKCTPEHHOH 3aMECTUTENBbHON Tepanud KOMIIOHEHTaMH
KpPOBHU;
— JIpyrHM€ CHCTEMHbIE HapyIllIeHHs, 00yCIIOBIEHHbIE TEYEHUEM OCHOBHOTO 3a00JI€BaHUS
WJIM OCIIO)KHEHMSIMU, Pa3BUBIIMMHUCS BCJIEICTBUE MPOBEICHHOIO JICUCHHUS.
IMoka3aHusi K BHIIHCKE NANMEHTA U3 CTAIIMOHAPA
1. BoccranoBnenue mokazarenedt mnepudepuyeckod KpoBH (JIUKOIHUTHI OoJiee
1x10%1, rparynommTs 6omee 0,5%10%m, TpomGonuTs! 6Gomee 30—50x10%1, remorno6uH Gonee 80
/i) nocne oyepennoro kypca XT, UMT unu UCT.
2. Hopmotepmus B TedeHHe 3—-5 CYTOK U OTCYTCTBHE HEKOHTPOIHPYEMBIX
WH(EKITMOHHBIX OCIOKHEHUH.
3.  KynupoBaHue aHeMHUYECKOTO CHHIPOMA.
4.  KynupoBaHHEe TeMOpparnuecKux OCIOKHEHHI.
5. KynupoBanue TpoMOOTHYECKHX OCTIOKHEHUH.
6. KymupoBaHme CHCTEeMHBIX HapymieHH, OOYCIOBJICHHBIX TEUEHHEM OCHOBHOTO

3a00JIeBaHUS WIH OCJIOXKHCHHAMU, pa3BUBIIMMHCA BCICACTBHUE IPOBCACHHOI'O JICYCHUS.
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3akiroueHrne O IeJIeCO00pa3HOCTH TepeBosia OOJBHOTO B MPO(HIBHYIO MEIUIMHCKYIO
OpPTaHM3AINI0 OCYIIECTBISICTCS TOCE MPEIBAPUTEILHON KOHCYIbTAIIMH TI0 MPEJOCTABICHHBIM
MEIUIUHCKUM  JOKYMEHTaM W/WJIM  TPEABAPUTEIBHOIO OCMOTpa OOJBHOTO  BpavyaMu

cricnuajaucraMu MGHHHHHCKOﬁ opraHu3alru, B KOTOPYIO INIAHUPYETCA IIEPEBOI.
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7. JonmosHuTeibHAsE MHPopMAUA (B TOM YUC/Ie (PAKTOPDI, BJUAIOIIUE

HA UCXO0/1 3a00J1eBaHMSI MJIH COCTOSIHMSI)

7.1. @aKTOpPLI, CBA3aAHHLIE ¢ 00J1€3HbI0 (INKAJIBLI IPOrH03a)

Omnpenenenue pucka, CBI3aHHOTO € XapakTepucTukoil Bapumanta MJIC, Gasupyercs Ha
MCIOJIb30BaHUU MTPOTHOCTUYECKUX CUCTEM OIICHKH, OOBEAUHSIONIMNX OT/IEIbHbIC KINHUYECKUE U
remarojorudeckue napamerpsl. B 1997 r. noa srunoin MexayHapoHOM KOkl aHAJIM3a PUCKOB
muenonuciiazud  (IMRAW) P. Greenberg u coaBtopsl paspaboTtanu  MexTyHapOIHYIO
NporHocTUYeckyo OamnpHyio cuctemy (IPSS), yuutsiBaromyro kommuecTBo OnactoB B KM,

[UTOr€HETHYCCKUE aHOMAJIMH U BBIPAKECHHOCTh [INTOIIEHUH B aHaIn3e KpoBu (Tadi. 1) [63].

Tab6auna 1. [Ipornoctuueckas mkana [PSS

BaJuisl
Kputepun nporsosa 5 05 0 15 20
biractel B KM, % <5 5-10 - 11-20 21-30
Kapuotun Xopouuit [IpomexxyTOouHBII ITnoxon
[{uTorneHuu 0/1 2/3
Menanana oOmieit Menuana BpeMEHU 10
Cymma 6asoB Kareropus pucka BBIKHBAaEMOCTH, Tpanchopmanuu B OMJI
JeT 25% ManueHToB, JIET
0 Huskui 57 9,4
0,5-1,0 [MpomexyTounbIii-1 3,5 3,3
1,5-2,0 [IpomexyTouHbIii-2 1,1 1,1
>2.5 Bricokuii 0,4 0,2
Ilpumeyanus:

Huronenusi: Hb <100 r/1; abconroTHOE YMCIO HEUTPODUIOB <1,5x10%m; TPOMOOIIUTHI
<100x10%/x.

Kapuorun: xopommwii — HopManbHbId KapuoTut, —Y, —20, 50-; mioxoi — aHOMaIuu 7-i
XPOMOCOMBI U KOMITJIEKCHBIE abeppaliuu (=3 XpoMOCOM); MPOMEXYTOUHBIN — BCE OCTAJIbHBIE.

Cucrema IPSS oxazanach mosne3HOW AJsi MPOTHO3UPOBaHHUsS OOIIEH BBEDKMBAEMOCTH U
pHcKa TpaHchopMaIiu B ocTpblil MuenonanbIi Jeiiko3 (OMJI) mauuentos ¢ M/IC, uto momoraer
B MPUHATHH KJIMHUYECKHUX pemiennit [63].

JlonoHUTENbHBIE (PAKTOPBI, KOTOPBIE TAKXKE UMEIOT MPOTHOCTUYECKOE 3HAYCHHE, B TOM

qucCJIC MYHBTHHHHCﬁHaH JUCIIIIa3us, TAXKCIIasd aHEMUA C 3aBUCUMOCTBIO OT TpaHC(I)y3I/II71, ObLIN
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BKmodeHsl B IIporHoctmyeckyio OamnpHyro cucremy BO3 (WPSS), koropas mo3Bossier
pas3aciinTe MaMCHTOB Ha 5 rpynn pucCka € pas3sjiMiHbIMU ITIOKA3aTCIIIMU BBDKUMBACMOCTH H
BepostHOCTH TpaHchopmarmu B OMJI (Tabm. 2). DTa mikana mo3BossieT 601ee TOUHO OMPEIeIIUTh

IMPOrHO3 OTACIBbHBIX MAIIMUCHTOB C MI[C, B OCOOCHHOCTH U3 IpyImmn HU3KOI'O U IPOMEKYTOUHOI' O~

1 pucka o IPSS [64].

Tab6auna 2. [Iporaoctuyeckas mkana WPSS

banbl
IIapameTpsl 5 1 5 3
Bapwuanr 1o PA,
knaccuduxanun BO3? PAKC, PLIM[/] PAUB-1 PAUB-2
MJC c 50—
Kapuorun® Xopouuit [IpomexxyTOUHBIH Inoxon -
HBs<90 r/n ms
My>KarH 1 <80T/1 115t Her Ha - -
PKCHIIH
BeposTHOCTB IIpOrpeccuu B
Cymma 6asoB Kareropus pucka Mezaria obmeii OMIJI (6e3 neuenust)
BBEDKHBAaEMOCTH, MEC.
2 roma 5 ner
0 OueHb HU3KHUH 103 0 0,06
1 Husknit 72 0,11 0,24
2 [TpomexxyTouHbIH 40 0,28 0,48
34 Bricoknii 21 0,52 0,63
5-6 OuyeHb BBICOKUH 12 0,79 1

Ilpumeyanus:

1. Mopdoaoruyeckne Bapuantel mo BO3: PA — pedpaxrtepnas anemusi; PAKC —
pedpakTepHas aHeMuss C KoJbleBbIMH cuaepobmactamu; MJIC-5g— MIC ¢
u3zonupoBaHHou neneuuedt 5q; PLIMJ] — pedpakrepHas nuToneHus: ¢ MyJIbTUIMHEHHON
mucrutasuert; PANB-1 — pedpakrepras anemusi ¢ u3bbitkom OnactoB 1 m PAUB-2 —
pedpakTepHas aHeMUs ¢ U30BITKOM 01acTOB-2.

2. Kapmorun: xopommuii — HopManbHblid, —Y, del(5q), del(20q); mmoxoit — KOMIIEKCHbIE
aHOMaJIMH >3 abGeppanuii u Jo0bple U3MEHEHHS /- XpOMOCOMBI; MPOMEKYTOUHBIA — BCE
JIpyrue aHoMalluu KapuoTHUIa.

3. Tpancdy3noHHasi 3aBHCHMMOCTH (peryjsipHasi) — 5TO MHHUMYM OJHa TpaHc]y3us

JIOHOPCKUX SPUTPOIIMTOB KaXK/ble 8 HEJleNIb Ha MPOTSHKeHUH 4 Mecsies [5]
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OtHOCHUTENBHO HeTaBHO MexayHapoaHas pabouast rpynna mno nporaosupoBannio MJIC,
MPOAHATM3UPOBAB OTIANICHHBIC PE3YJIbTAThl OOJBIIONO0 MHOTOLIEHTPOBOTO HCCICIOBAHUS I10
nepsuuHbiM  manumeHtam ¢ MJIC, mepecmorpena cucremy IPSS. B pabGore Obuio
MIPOaHAIM3UPOBAHA MPOTHOCTUYECKAS! 3HAUMMOCTh OOJIBLIOr0 KOJIMYECTBA JIaXKe BeCbMa PEIKUX
AHOMAJIMI KapUOTHIIA, YTO MO3BOJMIIO KIACCU(UIMPOBATH UX HA 5 HUTONCHETHYECKUX TPYII
pucka. B KoHeuHOM BHJIE IMEPECMOTPEHHas MporHocruyeckas OamibHas cucrema (IPSS-R)
MO3BOJIIET KJIACCU(UIIUPOBATh 3a00JIeBaHWE HA 5 MPOTHOCTHYECKUX TPYII, TOYHO YUHTHIBAS

KapHOTHII, KOJIMYECTBO OJIACTHBIX KJIETOK M TSXKECTh OTAEIBHBIX IUTONeHKH (Tadi. 3) [30].

Tab6auna 3. [Ipornoctuueckas mkana [IPSS-R

Bbansbl
ITapameTpsl
0 0,5 1 15 2 34

Kapuotun Ouenp - Xopowmui - IIpomexxyrounsliii | ITnoxoi u

XOPOLIUI OYECHb

TUIOXOM

biractel B KM, % <2 >2-<5 - 5-10 > 10
["emorioOuH, /11 >100 — 80-99 <80 - -
TpoMOOIIUTHI, >100 50-99 <50 - - -
x10%n
HetiTpoduel, >0,8 <0,8 - - - -
x10%/n

CymmMma Meauana oouieit Menunana BpeMeHu 10 TpaHchopMauuu
I'pynna pucka

0asIoB BBIXKHMBAE€MOCTH, MeC B OMUJI 25% mnanueHTOB, MeC
OuyeHb HU3KHH <1,5 9,3 He nocturnyra
Huszkuit >1,5-3 6,3 He nocturnyra
[IpoMeKyTOUHBII >3-4,5 3,4 2,4
Bercokuii >4.5-6 1,2 0,8
OueHb BBICOKUH >6 0,6 0,6
Bapuant

JlaHHBbIE HATOreHeTHYECKOT0 HCCJIeI0BAHUS

KApHOTHIIA
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Ouens xopommii  |-Y; del(11q)

Xopormmmii Hopmanbasiit; del(5q); del(12p); del(20q); del(5q) ¢ momonHUTENHHOI XPOMOCOMHOIA

a0epparmeit

[Tpomexxytounsrii  [Del(7q); +8; +19; i(17q); mobast apyras M30IMpoBaHHAS WM JBOHHAs abeppaus

[Tmoxoit —7; inv(3)/t(3q)/del(3q); nBoitnas abeppanuus ¢ —7/7(-; KOMILIEKCHBIH KaproTHII (3
abepparun)
OueHb MI0X0oN KommiiekcHblii kapuotun (>3 abeppariuii)

HoBas mpornoctuueckass cucrtema IPSS-R  Oosiee coBepuienna wu  ynydinaer
cTpaTuduKanyio nanueHToB. OLeHKa MPOrHO3a MOXKET TEXHUYECKHU ObITh YIPOIIeHa ¢ TIOMOIIBI0

Wurepuer-kanpkynstopa (http://advanced.ipss-r.com) win GecrutatHoro npuitokenus [PSS-R

JUIA CMapT(bOHOB H INTAaHIOCTHBIX KOMIIBIOTCPOB.

7.2. /ipyrue pakTopsl

OTtnenpHBlE HapaMeTpbl, XapaKTEPU3YIOUIME COMATUYECKUH CTaTyC MallMeHTa, MOTYT
BJIMSATh HA €CTECTBEHHOE TE€YeHHE OOJEe3HU W IMPHUHATHE TepaneBTUYecKuX perieHuil. K Hum
OTHOCSITCSL BO3PACT, CONMYTCTBYIOIIME 3a0oyieBaHUs, (U3UYECKUE PE3EepPBbl, HYTPUTHUBHBIA U
MICUXUYECKUN CTATyC MAlMEHTA.

[Tpu BersiBennu MJIC Bospact crapiie 60 jieT siBisieTcsl He3aBUCHUMBIM HEOJIaronpUsTHBIM
nporHocTudeckuM ¢aktopoM. Koppekius Ha Bo3pacT Ipu OLEHKE BEPOSATHOCTH JOITOCPOYHOM
BBDKMBAaEMOCTH ObLIa NpPEAOCTaBIeHA Jisi OOJIBLIIMHCTBA NMPOTHOCTHUYECKUX CHCTEeM. TeMm He
MEHee, XPOHOJIOTUYECKUH BO3pacT MOXKET OTJIMYAThCsl OT OMOJIOTMYECKOT0, YTO HEOOXOIMMO
YUUTBHIBATh MPHU BEIOOPE TAKTUKU TEPATTHH.

Bricokas yacToTa conmyTCTBYIOLIUX 3a00JI€BaHUIN — OOBIYHOE SIBJICHHUE Y MOXKUJIBIX JIFOJEH.
OfHO WM HECKOJIBKO COIYTCTBYIOLIMX 3a00JIeBaHUIl MCXOJHO BCTpedaeTcs Oojee 4eMm y
noJIoBUHBl nanueHToB ¢ MJIC, 4TO OKa3bpIBacT 3HAYMTEIBHOE BIIMSHHE HA BBDKMBAEMOCTD.
bonesnn cepama — 53TO camble 4YacTble CONMYTCTBYIOIIME 3a00JIeBaHUS, OMNPEIEIIAIOIINe
koMopouaHocTs narueHToB ¢ MJIC. CepaedHo-cOCyIUCThIE OCIOKHEHUsI Han0Ooiee BhIPaKCHBI
y MaIMEeHTOB C TSHKEJION aHeMuel U TpaHC(hy3MOHHON 3aBUCHMOCTHIO.

[IpoGnembl, CBsI3aHHBIE C HAJUYMEM COINYTCTBYIOIIMX 3a00JeBaHUN, MO-pa3HOMY
nposBIstOTCA y nanueHToB ¢ M/IC u3 rpynn HA3KOTO M BBICOKOTO pucka. Y nmanueHToB ¢ MJIC
U3 TPYIIIBI HU3KOTO PUCKA, COMMYTCTBYIOIINE 3a001€BaHMs BIUSIOT Ha IPOTHO3, HEMIOCPEACTBEHHO
YBEJIMUMBasi PUCK CMEPTH, HE CBA3aHHOM ¢ TpaHchopmarmeii B OJI. 1 HaoGopoT, y ManueHToB U3
IPYIIIBI BBICOKOTO PUCKa KIIMHUYECKOE 3HAYEHHNE HETSHKENION COMYTCTBYIOIIEH IATOJIOTUHU HE TaK

BEIIMKO TI0 CpPaBHEHHUIO C HeOmarompusaTHbIM mporHo3oM camoro MJIC. OmHako W y 3THX
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MAIMEHTOB KOMOPOUAHOCTh BIMSIET Ha Pe3yJbTaThl JEUEHUs, OTPaHUYMBasi BHIOOP BO3MOKHBIX
BapUaHTOB TEPAIHH.

JU1st IPOrHO3UPOBAHUS BIMSHUS COMMYTCTBYIOIIMX 3a00JI€BaHUN Ha KOHEYHBIE PE3yJIbTaThI
nedyerust y 6onpHBIXx MJIC Hambonbmuii uaTepec npenacrtasisier MIC-cnenupuyablii WHIEKC
koMopouanoctu (MDS-CI), niis onpeneneHuss KOToOporo HeoOXOAMMO OIICHUTh (PYHKITMOHATBHOE
COCTOSIHWE W/WJM HaJM4ME TOPAXEHUs CepAlla, MEYEHHU, MOYEK M JIETKUX, AKTHBHBIX MU
U3JICYCHHBIX cOMUAHbIX omyxounei ([Ipunoxenue ['2).

[To cymMme GanioB, MPUCBOEHHBIX KAXKIOMY ITOKA3aTEINI0, ONPeeseTCs IPOrHOCTHYECKHMA
BapuanT MDS-CI: nuzkuii (0), mpomexytounsiii (1-2) u Beicokuit (>3 6amion). [Tocnemyromiee
NpUMEHEHHE MHJAEKCa KOMOPOMIHOCTH IMO3BOJSET CTPATU(UIIMPOBATH MAI[IEHTOB M3 TPYIIIBI
HU3KOTO U IPOMEKYTOYHOT'O PUCKa (HO HE BBICOKOTO M OYEHBb BBICOKOT0) Ha TPYMIBI C Pa3HOM
BBDKMBAeMOCTHIO. [Ipy mpodmx paBHBIX YCIOBUSIX BbICOKOE 3HaueHue uHaexkca MDS-CI kak
YBEJIMYUBAET PUCK CMEPTU OT MPUYMH, HE CBA3aHHBIX ¢ TpaHcopmarmeit B OJI (HR 2,46; p
<0,001), rak u ymensiaer nokazarenan OB B nemom (HR 2,09; p <0,001).

Takum oOpa3om, yder (PaKTOpoB, CBSI3aHHBIX KakK C 3a00JieBaHMEM, TaK M C CaMHM
MNAlMEHTOM, 3HAUUTENIbHO YJIYYIIaeT MPOTHOCTHYECKYI0 MOIIHOCTh OTAENIBHBIX MOJENEeH,
0COOCHHO B TpyIIax HU3KOro pucka [119].

Hogbie npenapatsl B 1edenun M/1C

B nacrosimee Bpems B ctpanax Esponbl u CILIA npoBonsrcs uccienoBanus (6oxee 100)
[0 M3YYEHMIO 3(PPEKTUBHOCTH MPUMEHEHUS HOBBIX JIEKAPCTBEHHBIX IMPENapaToB Ui JICUEHUS
MJIC:

1. Jlycmarepcent (MHruOuTOp curHampHOTro MyTH 1GF-B) .
2. Poxcanmycrat (MHrHOMTOp TUITOKCHEW MHIynpoBaHHOTO (hakTopa (ID)).
3. HNmerencrar-uHruOUTOP TEIOMEPA3HI.
4. TlpauumHOocTaT, SHTHHOCTAT, MAHOOWHOCTAT, BaJbIPOEBas KHCIOTAa (MHIMOUTOPHI
TUCTOH/ICAIICTHIIA3hI)
DuHacuaenuno, nBocuaeHuo (naruourop IDH1/IDH2).
Beneroxnakc (cnenuduueckuii HHrHONTOp Oenka Bel-2).
MujioctaypuH (MyJbTHKHHA3HBIH HHTHOUTOP IPOTCUHKUHA3).

['emTy3ymat o3oramuiivH (MoHOKJIOHaiIbHOE aHTUCD33 anTHTENO).

© © N o O

Puroceptu® (uarudurtop curnanpHoro mytu kuaas PI3K u PLK).

10. T'yanenuraObuH (TMIOMETHIIMPYIOIINAN TIpenapart) u Jp.
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8. Kputepum onieHKH KayecTBa MeIMIMHCKOI MOMOIIU

Kpurepun kavectBa

YpoBeHnb
JOCTOBEPHOCTH

A0Ka3aTeJIbLCTB

YpoBeHnb
y0eauTeJIbHOCTH

pexoMeHaauuni

[larmenty npu nogo3penun Ha M/JIC, a Takke mamueHTy ¢
yctarnoBiaeHHBIM MJIC B miporiecce JiedeHust U Ipu
KOHTPOJIBHOM 00CIIeZIOBAHUY BBHITIOJIHEH KIIMHUYECKUH
QHAJIN3 KPOBH C MOACYETOM JICHKOIUTapHOH POpMYJITBI HE
Ha aBTOMaTHYECKOM aHAJIN3aTOpe, C MOACUETOM

KOJIMYCCTBA Tp0M6OIH/ITOB " pCTUKYJIOLIUTOB

[Tauuenty npu nogo3penun Ha MJIC, a Takke NalueHTy C
yctaHoBieHHbIM MJIC B mpouiecce J1e4eHus U pu
KOHTPOJIBHOM 00CJIEZIOBAaHUHU BBIOJIHEH OMOXUMUYIECKUI
AHAIIN3 KPOBH C OTIpe/IeTIeHHeM yPOBHsI 001eTo Oenka,
JIbOYMHUHOB U ITI00YJIMHOB, MOYECBHHBI, KPEaTHHUHA,
OmTMpyOrHA OOIIETo U IPSIMOTO, aKTHBHOCTH
amuHoTpanchepas (ACT, AJIT), memnounoit hocdarassl,

JIJII", ypoBHS XOneCTepUHA, TPUIIIMLIEPUIOB, TIIFOKO3bI

[laruenty npu nogo3penun Ha MJIC, a Taxxe manueHTy ¢
yctanoBiieHHBIM M/JIC B Tiporiecce JieueHus, mepe
MHBa3MBHBIMH BMEIIATENECTBAMH U ITPH KOHTPOJIBHOM
00CJIeI0BaHUHU BBIIIOJIHEHO UCCIIEI0BaHUE KOATyJIOTPaMMBbl
(AUTB, nporpoMOuH, GUOPUHOTEH, arperanus

TPOMOOIIUTOB)

[TanmenTy npu Bepudukanun quarsoza MAC u3 rpymnist
HU3KOI'O PUCKA BBIIIOJTHEHO MCCIIEIOBAaHUE ITOKA3aTeNs

bunorennoro D110

[Tanmenty npu nogo3penun Ha MJIC, a Takxe NaueHTy ¢
ycraHoBiaeHHBIM M/JIC B mporiecce JieueHust BBITOTHEHO
HCClieIOBaHNE CHIBOPOTOYHBIX MOKa3aTeseid Meraboim3ma
hKeresa (JkeJe30, 00mIast ’KeJIe30CBA3bIBaroIast
CIIOCOOHOCTB CBIBOPOTKH, (peppuTHH, TpaHCHEppHH,

HACBIIIEHIE TPaHC(hepprHA JKEITe30M)

[larmenty npu nogo3penun Ha M/JIC, a Takxe manueHTy ¢

yctanoBiaeHHBIM M/IC B miporiecce JieueHus! BHITIOTHEHO
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HCCIIeOBaHNE coepkaHus BuTamMmuHa B1o u poaToB B

CBIBOPOTKE

[laruenty npu nogo3penun Ha MJIC, a Taxxe maueHTy ¢
ycraHoBiaeHHBIM M/IC ¢ knmnHuKo-1abopaTopHoi
KapTHHOW TeMOJUTUYECKON aHEMUH BBITIOJIHEHA MTpoba

Kymbca

[TarueHTy ¢ MUTONCHUIECKUM CHHAPOMOM TIPH
mono3perann Ha MJIC wiu ¢ ycrarnosierabiMm MJIC
BBITIOJIHEHO MCC/ICIOBAaHHE TOPMOHOB ITUTOBUIHOM

KCJIC3BbI

[laruenty npu nogo3penun Ha MJIC, a Taxxe manueHTy ¢
ycranoBieHHbIM MJIC B mpoliiecce Tepamnuy BbIITOIHEHO

uTOoIOrnueckoe uccienosanne KM

10

[Taunenty npu nogo3penun Ha MJIC, a Takke NalueHTy ¢
ycTaHoBJIeHHBIM MJ[C BBIMOTHEHO IUTOXUMHUYECKOE
HCCIleIOBaHNE KJIETOK KPacHOTO psja ¢ OEpIMHCKOM

a3ypbio

11

[Taunenty npu quarnoctuke M/IC BbIIOJIHEHO

MUTOreHeTHUECKOE HccieqoBanmne KM

12

[laruenty npu nogo3penun Ha MJ{C BBITIOTHEHO

rrcronorudeckoe ucciegoBanne KM (Tpemanoouoncus)

13

[Tauuenty ¢ nogo3penuem Ha MJIC Boinonneno Y3U
OPIOIIHOM MOJOCTH U 3a0PIOLIMHHOTO IPOCTpaHCTBa, Y3U
LIUTOBUAHOM kele3bl, Y3 opranoB Manoro taszay

PKCHIIIMH 1 HpeﬂCTaTeHBHOﬁ JKCJIC3bl Y MYXKYUH

14

[laruenty ¢ nopo3perneM Ha MJIC BeimonHeHa

pentrenorpadus uau KT opranoB rpyiHOH KIETKH.

15

[Tauuenty ¢ nogo3penrem Ha MJIC Boinonnena KT win

MPT romnoBsI

16

[laruenty ¢ mogo3zperneM Ha MJIC Beimonnena 21’ J1C

17

[lanmenty ¢ nomgozperneM Ha MJIC u3 rpymisl HU3KOro

[PUCKA BBITTOJIHCHA KOJIOHOCKOITUA

18

[larmenty npu nogo3penun Ha MJIC, a Taxke ManueHTy ¢
yctanoBieHHBIM M/IC B mporiecce Tepaniy BBITIOJTHEHA

OKIT
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19

[Tanmenty ¢ BepudumpoanabiM MJIC HU3KOTO HITH
mpoMexxyTouHoro-1 pucka mo IPSS ¢ 3I10 <500 Ex/min ¢
qacTOTON TpaHC(y3Ui KOHIIEHTpaTa SPUTPOLIUTOB <2

rpoBexena tepamnus SI1CIT

20

[Taruenty ¢ MJIC U3 Tpymnmsl HU3KOTO U
poMeKyTouHoro-1 pucka no mkaine IPSS u nauuenty ¢
M/IC 13 Tpynmibsl HU3KOTO U IPOMEKYTOYHOTO PHCKa 110
iikaie IPSS-R ¢ runomnasueit kpoBeTBOpEHHUS,
HOPMAJIBHBIM KapPUOTHITOM, aHOMAJIHSMH XOPOIIET0 I
[POME)KYTOYHOTO PUCKa, 38 UCKITIOUeHHeM 7(-, iS0(17Q),

nposeaena UCT

21

[laruenty ¢ MJIC U3 rpymnmsl HU3KOTO U
poMeKyTouHOro-1 pucka mno mkane IPSS u nauuenty c
MJIC u3 rpyIisl OueHb HU3KOT0, HU3KOTO U
[IPOMEKYTOYHOTO pucka 1o mkaine IPSS-R; mibo
nanuenty ¢ MJIC-kanaunary Ha npoeaenue ammio-TT CK
rocie Tpancdysuu 10—20 103 JOHOPCKHUX SPUTPOIIUTOB,
[TpY MOBBILICHUH CHIBOPOTOYHOTO (heppuTnHa 60ee 1000—

HI/MJI IPOBE/ICHA XeNaTOPHAs! TepaItus

22

[Tarmenty ¢ MZIC B Bo3pacte <60—65 neT 6e3 TsxKembIX
COITyTCTBYIOIIMX 3a00JI€BaHUI U3 TPYIIIBI
[IPOMEKYTOUHOT0- 1 prUCKa NpY HATTMYUH
HEOIaronpHUsATHBIX aHOMATNI KAPHOTHIIA, WIIA U3 TPYIIIIHI
TPOMEIKYTOUHOT0-2 MITM BBICOKOTO pUCKa 1o mikaine IPSS,
WJTH U3 TPYIIIBI IPOMEKYTOYHOTO, BEICOKOTO ¥ O4€Hb
BBICOKOTO prcka 1o mikane IPSS-R, a takxke manueHTty ¢
MJIC, monoxe 40—50 niet, 63 n30bITKa 0J1aCTOB U3
rpYMITBI IPOMEXYTOYHOT0-1 prcka 1o mkane IPSS u
[MPOMEXKYTOUHOr0 pricka 1o mkaie IPSS-R,
[PE3UCTEHTHOMY K IIPOBOAUMOMN TEPANUH, C BBIPAKEHHOMN
3aBHCHUMOCTBIO OT TpaHC(y3uil KOMIIOHEHTaMH KPOBH
nposeneHo HLA-TunmpoBaHye U IpUHATO PEILICHUE

Borpoca 0 Bo3MoxkHocTu amwto-TT'CK

23

[laruenty ¢ MZIC U3 TpyImsl MpOMeXXyTOYHOT0-2 U
BbICOKOTO pricka 1o mikaie IPSS u nmaruenty ¢ MAC u3

TPYIIIBEI IPOMEKYTOYHOI'O, BBICOKOI'O 1 OYE€Hb BBICOKOI'O
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pucka 1o mmkaie IPSS-R nposenena XT unu tepanus

CUIIOMETHIINPYIOLIIMH IIperapaTaMu
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AdanacbeB b.B., npodeccop, n1.M.H., 3aciyxeHHbiil Bpau PD, nupexkrop Kmuanku « HUU
JIETCKOM OHKOJIOTHH, T€MAaTOJIOTUH U TpaHcIanTonoruu uM. P.M. I'opbauesoit» ®I'BOY BO
«Ilepsoiit  Cankt-IleTepOyprckuii  TOCYZapCTBEHHBI MEIWIUHCKHA YHUBEPCUTET WM.
akagemuka W.II. IlaBmoBa» MunsapaBa Poccum, 3aBenyromui  remMaToJIOTHH,
TpaHC(Y3HOJOTUM ¥ TPAHCIUIAHTOJIOTUU (DaKyJIbTeTa MOCIEIUIUIOMHOTO 0O0pa30BaHUS
OI'bOY BO  «lIlepBoiit  Cankr-llerepOyprckuii  roCyJapCTBEHHBIM — MEIHIIMHCKUN
yHuBepcuteT uM. akagemuka M.II. ITaBnoBa» Munsnpasa Poccun, unen HaumonanbHOrO
reMaTojorudyeckoro oomecrtsa, wieH EBMT.

Baiikos B.B., a.M.H., mpodeccop kadeapsl NaTOJOTHYECKOM aHATOMHUH, 3aBEIyIOLTUN
naboparopuerr  maromopdosormn  HUWUM  nerckoii  OHKOJNOTHHM, TEMAaTOJNIOTHU |
tpancutantojorun um. P.M. T'opbageBoii, ®I'BOY BO «Ilepssiii Cankr-llerepOyprekmii
rOCyJJapCTBEHHBIN MEAUIMHCKUI yHHBepcuTeT M. akagemuka M.I1. [laBnoBa» MuH3npasa
Poccun, unen Poccuiickoro obiecTBa naToioroaHaToMoB, 4ieH HamnuonanbHOTo o0miecTsa
OHKOTreMaToJioros, wieHn EBponeiickoro o6mectBa martonoroB (ESP), unen EBpomneiicko-
AMepHKaHCKOH accolaliii reMaTonaToIoroB.

I'punaes C.B., A.M.H., TJaBHbI HAy4HbId COTPYAHHUK OTIEICHUS XUMHOTEpaINuu
reMo0J1acTo30B, JIENpPEecCUil KPOBETBOPEHMUS W TpaHCIUIAHTAIMM KocTHoro mo3ra OI'BY
«Poccwuiicknil HayYHO-UCCIIEIOBATEIbCKUI HHCTUTYT T€MAaTOJOTHMH WU TPaHC(HY3UOTIOTHI»
®MEFBA Poccun, uiien HanmoHaIbHOT0 reMaToI0IrH4ecKoro o0ImecTsa.

JAeupubik B.H., k.M.H., 3aBeayrmomnias NIEHTPAIU30BaHHOM KIMHHUKO-AUArHOCTUYECKOU
nabopatopueit ®I'BY «I'emaronorudeckuii Hay4yHbll 1eHTp» Mun3sapaBa Poccun, uien
HanmonanesHoro reMaToaoru4eckoro o0uiecTsa.

Nynuna T'.A., k.M.H., crapmuii Hay4Hblii coTpyaHUK ['BY3 «MOCKOBCKHIT KIMHUYECKHI
HayuHbld neHTtp uMm. A.C. JlornnoBa [I3M», unen HanumoHanbHOro remMaToioru4eckoro
o01iecTBa.

Kospuruna AM., amM.H., npodeccop, 3aBeayromuii madoparopuu  DI'BY
«I"emaTonoruueckuii HayuHblil neHTp» Munznpasa Poccuu, unen Poccuiickoro o6miectsa
[aToJIOr0aHaTOMOB, WwieH HarmonanbsHoro o01iecTBa OHKOreMaToJioros, wieH EBponeiickoro
o01ecTBa aTOJOTOB (ESP), qJIeH EBponeiicko-AMepuKkaHCKO accoIMaluu
reMaTonaToJIOTOB.

Koncrantunoa T.C., x.M.H., 3aBeayoommuii OOJaCTHBIM T'€MaTOJOTHYECKUM IICHTPOM
CBepaoBckoit  obnmacTHOM  knuHUYeckoil OompHUIBI Ne 1, uynmen HanumonanbsHOro

IréMaToJI0TUYCCKOIo O6IJ_ICCTBa.
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11.

12.

13.

14.

15.

16.

Koxno A.B., K.M.H., BeAylIMil HAay4yHbId COTPYAHUK OTACJICHUS XHUMHOTEparuu
remo0acto30B u aenpeccuil kposersopeHust PI'bY «l'emaronornyeckuii Hay4yHbId LEHTPY
Munsapasa Poccun, uinen HanpoHansHOTO TeMaToJI0rHuecKoro o0necTna.

Ky3pbmuna JILA., K.M.H., 3aBEIyIOIIMH OTIEICHUS BBICOKOJIO3HOM XUMHOTEpPANUU U
TpaHciutanTauuu KkoctHoro mosra ®I'bY «I'emaronornueckuii Hay4YHbI HEHTP» MUH3IpaBa
Poccuu, uiien HanimoHaabHOr0O reMaToJIOrHYeCKOro 00IIeCTBa.

Mopozosa E.B., K.M.H., pyKOBOAMUTEIb OTHAEJIA OHKOJIOTMM, TE€MAaTOJIOTUH U
tpanciantogorun  HUM JIOTuT um P.M. T'opGadeBoii , 1omneHT Kadeapbl reMaToJIOTHH,
tpancdysuonorun u Tpanciiantosorun O®I'BOY BO «Ilepsoiii Cankr-IlerepOyprekmii
rOCYJIapCTBEHHbIA MEIMUMHCKUNA yHHUBepcuTeT uM. akajgemuka M.I1. IlaBnoBa Mun3znpasa
Poccun, wiien HarinoHaaIbHOr0O reMaToJIOrHYecKoro 00IIeCTBa.

Oo0yxoBa T.H., k.M.H., 3aBeyIOLIMI HAyYHO-KJIMHIUYECKOH 1aboparopuu kapuoaoruu OI'bY
«l'emaronornyeckuii Hay4yHbli 1eHTp» MunznpaBa Poccun, unen HauunonanbsHoro
reMaToJIOTMYE€CKOT0 OOIIECTBA.

IHapoBnunukosa E.H., 1.M.H., pyKOBOAUTENb HAYYHO-KIIMHAYECKOTI'O OT/IE€JIa BBICOKOIO3HOM
XUMHOTEpanuu  TreMoO0acTO30B W TpaHCIUIAHTAauM  KocTHoro  Mmo3ra  OI'BY
«l'emaronornyeckuii Hay4yHbli weHTp» MunznpaBa Poccun, unen HauunonansHOro
reMaToJIorMueckoro ofmiecTsa, 3kcnepT EBpomeickoil rpynmbl 10 HM3YyYEHUIO OCTPBIX
aumdpoOIacTHbIX Jeiko30B B3pocibix (EWGAALL).

CaBuenxko B.I'., akagemuk, mnpodeccop, A.M.H., TeHepanbHbIi aupexkrop DOI'BY
«I'emaTonornyeckum HayYHBIN LIEHTP» Munsapasa Poccun, npencenaTenb
HaGmonarensHoro coBera HanpoHaasHOTo reMaToIorn4eckoro oomecTtsa, wieH ASH.
CamoiinioBa O.C., x.M.H., 3aBenyromui remaTtojoruueckum otaenenuem [bBY3 HO
«Hwmwxeropoackas oOnactHas kinuHU4Yeckas OonpHuna wuM. H.A. Cemamko», 4YieH
HarmonansHOro reMaTooru4eckoro o0iecTna.

Cemoukun C.B., 1.M.H., pPYKOBOAWUTENb YHHUBEPCUTETCKONW KIMHUKA TE€MAaTOJOTHH,
npodeccop kadeapsl OHKOJI0oTuU reMarosioruu u aydeBoid Tepanuu GI'BOY BO «Poccuiickuit
HallMOHAJIbHBIN MEIULMHCKUN ucciaenoBarelbckuii yHuBepcurer um. H.M. Iluporosa»
MunznpaBa Poccun, wuyneH HanuoHambHOTO TeMaTONOTMYECKOTO OOIIecTBa, YJIeH
HanmonansHOTro 001I€CTBa JAETCKUX T€MaTOJIOTOB M OHKOJIOTOB, WieH HarmonambHOTO
00111ecTBa OHKOJI0TOB 1 reMaToioros, wiedH EACR.

Tpounkas B.B., K.M.H., 3aBeyIOIIMIl HAyYHO-KIIMHUYECKUM OT/AEJIIEHUEM XUMHOTEpanuu
remo61acTo30B u aenpeccuil kposersopenuss PI'BY «'emaronornvyeckuil Hay4HbIH HEHTP»

Munzapasa Poccun, wien HanmoHanmsHOTO TeMaTOIOTHYECKOT0 O0IIEeCTBa.
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17. lDatoxun 1O.B., n.m.H.,, mpodeccop, 3aBeayommii Kadeapoll TreMaTOJIOTHH U
tparcdysuonorun  DPIIK wu IIIIC PocToBcKOro rocyaapCTBEHHOTO METUIIUTHCKOTO
YHUBEPCUTETA, WieH HallmoHAIbHOTO reMaTOIOTHIECKOr0 O0IIECTBA.

18. IHupun A./., k.M.H., crapmuii HayuHbsiii PI'BY «Poccuiickuii OHKOIOTHYECKUN HAyYHBIN
uentp» um. H.H. bnoxnna Munszapasa Poccuu, wien HanmmoHaibHOro reMaTroioru4eckoro
obmiecTBa, wieH HarmonanbsHOTo 001IeCTBA OHKOJIOTOB M T€MaTOJIOTOB.

Baok mo opranu3anuu MeIUIUHCKOH MOMOIIIN:

1. TeBopksin Turpan I'armkoBu4, 3amecturens aupekropa HUM KOP ®I'BY «HMMUILL
onkosioruu uM. H.H. broxunay, rmaBHbIi crieuanncT-oHKoJI0r MOCKOBCKOH 001acTu.

2. HBanoB Cepreii AHaToJbeBUY, 1.M.H., 1pod. PAH, nupextop MPHIL] um. A.®. I{pi0a —
¢ummana OI'BY «HMUL pannonorun» Munsapasa Poccun.

3. HeBoabcknx Autekceil AjiekceeBHY, J.M.H., 3aMECTHUTE]Ib JAUPEKTOpa IO Je4eOHOM
pabore MPHII um. A.®. [{p10a — pununana ®I'bY «HMUL] paguonorun» Munzapasa Poccun.

4. Xainosa Kanna BiaagumMupoBHa, K.M.H., 3aMECTUTEIb JUPEKTOPA IO OpraHU3aIllHOHHO-
meroanyeckord padore MPHL] mm. A.®. Lpidba — ¢ummana ®I'BY «HMULL paanomorumy»

Munzapasa Poccum.

KoH(pIMKT HHTepecoB: aBTOPBI HE UMEIOT KOH(MIMKTAa HHTEPECOB.
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Ipuinoxenue A2. MeTomos10rusi paspadoTku KINHUYECKHX

peKoMeHaaui

IeneBast ay iuTOPHUA JAHHBIX KIMHHUYECKHUX PEKOMEHIALMIi:
® BPAYU-reMaTOJIOIH;
® BPAYU-OHKOJIOIU;
e BPAYU-TEPAIECBTHI;
® BpPaYM-aHECTE3UOJIOIH-PCAHUMATOJIOIH;

® Bpay-KIIMHUYECKUE (PapMaKOJIOTH.
PeiiTuHrOBasi cxema /JJisl OlIeHKH YPOBHS JOCTOBEPHOCTH /I0KA3aTeJIbCTB
IIkaia oneHKH ypOBHel J0CTOBEPHOCTH J0Ka3aTeabCcTB (Y /1) 1151 MeTOA0B AMATHOCTHKH

(IMarHOCTUYECKUX BMEIATEIbCTB)

YA Pacmiugposka

1 CucremaTrueckue 0030pbl HCCIEOBAHNN C KOHTPOJIEM pe)epeHCHBIM METOI0M HITH
CHUCTeMaTHYECKHUI 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKHX uccnenoBanmit (KN) ¢

IIPUMECHEHHUEM METaaHalIn3a

2 OTnenbHBIE HCCIIEIOBAHMSI C KOHTPOJIEeM pedepeHCHBIM METOIOM HITH OT/C/bHBIE
pangomusupoBanHsie KU 1 cucremarnieckue 0030pbl HCCIE0BaHUH JTI000TO q13aiiHa, 3a

HUCKIIIOUCHUEM PAHAOMU3SUPOBAHHLIX KI/I, C IpUMCHCHUEM METaaHaIN3a

3 HccnenoBanust 6e3 MOCie10BaTEIbHOTO KOHTPOIIS peepeHCHBIM METOAOM WU
ucclieToBaHus ¢ pe)epeHCHBIM METOIOM, He SBIISIOMINMCS HE3aBUCHMBIM OT HCCIIEIYEMOTO
METO/Ia WJIM HepaHIOMHU3UPOBAaHHBIE CPABHUTENIbHBIE UCCIIEA0BAHNUS, B TOM YHCIIE —

KOT'OpTHBLIC MCCJICAOBAaHUSA

4 HeCpaBHHTeHLHBIe HCCICA0BAHNS, OITMCAHUC KIIMHUYCCKOr'O Ciiy4das

5 HmeeTcs nuiis 000CHOBaHHE MEXaHU3MA HeﬁCTBHH HJIM MHCHUEC DKCIICPTOB

IlIkajna oumeHKH YpOBHeH AOCTOBEPHOCTH [A0KA3ATEeJILCTB AJS1 METOA0B NPOPUIAKTHKH,
JedeHus: W peadmauranun  (MpOoPUIAKTHYECKHX, Je4eOHbIX, PpeadnJIuTAHOHHBIX

BMeELIATEJIbCTB)

YU Pacumm¢gposka

1 Cucrematnueckuii 0030p pannomusupoBaHabix KU ¢ mpuMeHeHreM MeTaaHamm3a

2 | OrnenbHble pargoMusnpoannble KU n crucrematudeckue 0030pbl HCCIIEIOBAaHUH TH0O0TO

Ji3aiiHa, 3a UCKIIIOUeHUEM paHgoMu3npoBaHHbiX KU, ¢ npumMeHeHremM MeTaaHaiusa
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3 HepaHIIOMI/I3I/IpOBaHHI>IC CPaBHUTCIIBHBIC UCCIICIOBAaHMA, B TOM YHCJIE KOI'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHLHHC HCCIICAOBaHNs, OITMCAHNUEC KIIMHUYECKOT' O ClIydasa Wi CEpHUU Cl1ydacs,

HCCIICIOBAHUS « CJ'Iy‘IaI‘/‘I*KOHTpOJ'IL »

5 Hmeetcst s 000CHOBaHWE MEXaHNU3Ma JCHCTBUS BMEIIATEIHCTBA (IOKTHHUICCKUE

WICCIICIOBAHNSI) FJTH MHEHHE SKCTIEPTOB

IIkana ouneHku ypoBHeid YyOeaureabHocTH pexomenaaumid (YYP) aas  meromos
NPOPUJIAKTHKH, [HATHOCTHKH, JieYeHUs] W peaduauranuud (MpopuIaKkTHYECKHX,

AUATHOCTHYECCKHX, ﬂe‘leﬁHBIX, peaﬁHJIHTaIII/IOHHLIX BMelIIaTe.]'ILCTB)

YYP Pacuingposka

A CunbHas pekoMeHaanus (Bce paccMaTprBaeMble KpUTepuH d3PGEKTHBHOCTH (MCXOIbI)
SIBJISIFOTCS BXKHBIMU, BCE MCCIIEIOBAHMSI UMEIOT BHICOKOE HITH YIOBJIETBOPUTEIILHOE
METOI0JIOTHYECKOE KAYeCTBO, UX BBIBOJIBI 10 HHTEPECYIOIINM HCXOaM SIBIISIOTCS

COTJIaCOBaHHBIMU)

B VYcnoBHas pekoMeHaanus (He Bce paccMaTpuBaeMbie KpuTeprn 3 (HEeKTHBHOCTH
(MCXO0.IBI) SBIAIOTCS BaKHBIMU, HE BCE UCCIIEJOBAHUS HMEIOT BHICOKOE HIIH
yIIOBJIETBOPHUTEIHHOE METOAOJIOTHYECKOE KaueCTBO M/MIIM MX BBIBOJIBI TIO

HHTEPECYIOIUM UCXO0JaM HE ABJIAIOTCA COI‘J'IaCOBaHHLIMH)

C Crnabast pexoMeHgaIus (0TCyTCTBHE JOKa3aTeIbCTB HAJIKAIIETO Ka4ecTBa (Bce
paccMmaTtpuBaeMble KpuTeprn ) (HEKTUBHOCTH (MCXO/bI) SBISIOTCS HEBaKHBIMU, BCE
UCCIIEIOBaHUSI HIMEIOT HU3KOE METOJIONIOTHIECKOE KAYeCTBO M UX BBIBOBI 10

MHTEPECYIOIIUM HCX0JIaM He SBJISIOTCS COTJIACOBAHHBIMH)

MeToa0/10rusi BAJIMAM3ALUU PEeKOMEH AU
MerTo/1bl BaTMIU3alUA PEKOMEH TAlINi:
® BHEINIHSAA SKCIIEPTHAS OLICHKA;
® BHYTPEHHSS DKCIIEPTHAS OLICHKA.
Onucanue MeTOAUKH BAJTUAM3ALMUU PEeKOMEHIaUi
Hacrosimue pekoMeHmamuu B MPEIBAPUTEIBLHONM BEpCHH OBUIM  PEICH3UPOBAHBI
HE3aBUCUMBIMU  DKCHEPTAMHU, KOTOPBIX MONPOCHIA NPOKOMMEHTHUPOBATh, HACKOJBKO
KaueCTBEHHO MHTEPIIPETUPOBAHBI JI0KA3aTEIhCTBA U pa3pabOTaHbl peKOMeHIauu. Takxke Oblia
MPOBEJICHA SKCIIEPTHAS OLIEHKA M3JI0KEHUSI PEKOMEHIAlNi M UX JOCTYIMHOCTH JIJI1 IOHUMAaHUS.
[IpeaBapuTenbpHas Bepcusi peKOMEHIAIMI MPEACTaBIsIIach M 00CYK1ajlach Ha 3acCeTaHNHN
DKCHEepTHOrO COBETa MO TEeMaToJIOTMM W Hay4yHbBIX KOH(epeHIusx HanuoHansHOTO

IréMaToJI0TUYCCKOIo O6IJ_ICCTBa.
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Pexomenpanuu oOCyXkeHbl M OJOOPEHbl BEAYIIMMH CIELUATUCTaMU IMPO(UIBHBIX
®enepanbHbIX HEHTPOB PD 1 IpakTHYECKUMU BPaYaMH.

OxoHuaTe/bHAs pelaKIus

JU1si OKOHYATEeJbHOM pelakluy M KOHTPOJIA KadecTBAa PEKOMEHJAMM ObLIM MOBTOPHO
IPOaHAIM3UPOBAHbI YWICHAMU aBTOPCKOTO KOJUIEKTHBA, KOTOPbIE IPUIILIH K 3aKJIIOUEHHIO, YTO BCE
CYLIECTBEHHBIE 3aM€4YaHUsl M KOMMEHTapuu SKCIEPTOB MPUHATHI BO BHUMAHHUE, PHUCK
CHCTEMaTHUYECKUX OIIMOOK MpH pa3paboTKe CBEAECH K MUHUMYMY.

[locnennue w3MEHeHHMs M OKOHUYATeNbHAas pEJaKUMs AAHHBIX PEKOMEHJALUM ObLIn
pPAcCMOTPEHBI U YTBEPXKAEHBI Ha 3aC€IaHUU MYJIbTUANCIUILIMHAPHOIO DKCIEPTHOIO COBETA 110
rematoJioruu B anpeie 2018 r.

Ilopsinok 00HOB/IEHHNS KIMHUYECKUX PeKOMEeHIaluii

MexaHu3M  OOHOBJEHMS  KIMHUYECKMX  pPEKOMEHJALMH  IMpeaycMaTpuBaeT  MX
CHUCTEMaTHUYECKYIO aKTyaIM3alllIo — HEe PeXe YeM OJIUH Pa3 B TPU I'0J1a WM NPU MOSIBICHUU HOBOU
nH(OpMaIK O TAKTUKE BEACHUS MAIMEHTOB C JaHHBIM 3a00eBanneM. Pemenne 06 00HOBIIEHUN
npuHuMaeT Mun3npaB Poccun Ha OCHOBE NpPEIOKEHHH, MPEIACTABICHHBIX MEIUIIMHCKUMU
HEKOMMEPUYECKUMH MPOopeCcCHOHATbHBIMU Oprann3zauusmMu. ChopMupoBaHHbIE MPEUIOKEHUS
JOJDKHBl ~ YUMTBHIBaTh  pe3yJbTaThl KOMIUIEKCHOW OIIEHKM JIEKAapCTBEHHBIX IPENapaTos,

METUIIMHCKUX U3JCIINMA, a TAK)Ke Pe3yJIbTaThl KIMHUYECKON arpoOaIum.
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Ipuiaoxenue A3. CipaBouHble MAaTEepPHAJIbl, BKJIKYAsl COOTBETCTBHE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKUMH MO MPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara
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IIpuao:xenue A3.1. BapuauThl KypcoB HHAVKIIHYA ¥ KOHCOJIUIAINY

IIporpamma IIpenapatsbl
HHAYKIHIH/
KOHCOJIUAAINHT
7+3(1) #Lutapabun** 100 mr/m? B/B 2 pa3a B CyTKU B 1-7 1Hu

+ #Jlaynopy6unun** 60 mr/m2 B/B 1 pa3 B aeHb B 1-3 1uu umm
» #MuTokcanTpor®* 10 mr/M2 B/B 1 pa3 B JieHb B 1-3 qHU unu

» #Unapyounuu** 12 mr/m2 B/B 1 pas3 B JieHb B 1-3 nHH

7+3(2) #Llurapabun** 200 Mr/mM? B/B KpyIJIOCyTOYHO B 1-7 aHK
+ #JlaynopyOunun** 60 mr/m2 B/B 1 pa3 B 1eHb B 3—5 1HH WK
+ #Mutokcautpor** 10 mr/m? B/B 1 pa3 B eHb B 3—5 IHM MK

» #Unapyounuu** 12 Mmr/mM2 B/B 1 pas3 B JIeHb B 3—5 qHU

Azanutuaua** Azanuruauna** 75 mr/m? 7 nueid, n/x 1 pas B 1eHb, uHTepBan 21 neHsp
Heuuradun JermTabun 20 mr/m? B/B 5 fHeit, WHTepBaJ Kaxaple 28—35 nHei
Aza-lda-Ara-C AszaumTuauna** 75 mr/m? n/k 1 pa3 B 1eHb, B 1-3 1uu
#Unapyourua** 3 mr/m? B/B cTpyiiHO, 1 pa3s B 1eHb, B 410 quu
#Lurapabun** 10 Mr/m? ni/k 2 pasa B CyTku, B 4—17 quu
Dac-lda-Ara-C JermTabun 20 mr/m? B/B 1 pa3 B ieHb, 1-3 nHH
#Unapyounua®* 3 mr/m? B/B cTpyiiHO, 1 pa3 B aeHb, B 410 quu
#Lurapabun** 10 Mr/m2 n/k 2 pa3a B CyTku, B 4—17 quu
Mauslie JI03BI #Lurapabun** 10 Mr/m? i/ 2 pasza B CyTku 28 nHeil
#l{utapabuna™*

BapuaHTBI KypCcOB NOJ1ePKUBAIOIIETO JICYCHUSI

IIporpamma IIpenapar

5+ 6-MII (2) #1lurapabur** 100 mr/m? B/B 2 pasa B ieHb B 1-5 auu, nim 50 Mr/m? OJKOKHO 2
pasa B ieHb B 1-5 gH1M

#Mepkanronypun** 60 Mr/mM? B CyTKH B 2 pEeMa BHYTpb B 1-2 1HK

Azanutuaua** Asanutuaue** 75 mr/m? 7 nueid, n/k uarepsan 21-35 nenn
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Jeunradun Jeuurabun 20 Mr/m2, 5 nHeii, B/B, unTepBan 28-35 nHeil

Aza-Ara-C AszanmTuaue** 75 Mr/m? n/k 1 pas B ness, B 1-3 qnu

#1urapabun** 10 Mr/m? n/k 2 pasa B cyTku ¢ 4-ro no 10-17 quu

Dac-Ara-C Jeuuradbun 20 Mr/m? B/B 1 pas B aeunb, B 1-3 quu

#1luTapabun** 10 Mr/m? n/k 2 pasa B cyTku ¢ 4-ro no 10—17 quu

Maisie n03bl | #llurapabun** 10 Mr/m? n/k 2 pasa B cyTku 21-28 nHeit

#llurapaOuna**

Ipuaoxenue A3.2. Pekxomenganuu no Hazuauennro DICII

I[Ipu orcyrcrBum 3¢ddexra* yepes 6-8
IIpenapatsbl Craprossle 10361 JIICIL Heneab yasauBawT 03y IIICI w/wam

mooasasior I'-KC® 300 MKr B Heae1io

H#OMmo3THH 150 exn./xr 3 pa3a B HEZIEINIO 300 en./xr 3 pa3a B HeeIIO
anbda** 40000 en. 1 pa3 B HenemO 60000 en. 1 pa3 B HEnemrO
150 en./xr 3 pa3za B HeeIO 300 en./kr 3 pasza B HelIeIO

#Omo3TuH Oera™**
30000 ex. 1 pa3 B HEnemIO 60000 ex. 1 pa3 B Hepemto

150 Mxr (2,25 Mxr/kr) 1 pasz B

#JapOamosTHH HEZEI0 300 mxkr (4,5 MKT/KT) 1 pa3 B Hememro
anbpa** 500 mxkr (6,75 Mkr/kT) 1 paz B Jlo3y He yBeIMunBaroT
3 Henenu

*Hem nosviwenus yposua Hb >10 o/n u/unu chudicenus 3a8ucumocmu om 2emompancgy3uil.
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Ipuaoxenue b. Anropurmsl aeiicTBUH Bpaya

OO01mmii aIropuT™M BeleHUs MALMEHTOB ¢ moao3peHueM Ha MJIC

MaUMEHT C NoL03PEHUeM
Ha MAC

h 4

OwardocTuxa

MpogomxeHue
[AMArHOCTUUECKOro NOKUCKaE B
PaMKaX ApYruX B0ZMOMHLIX

2adonesaxui

Owarkoz MOC noaTeepxaeH

INeyeHue B COOTBETCTEMM C
anropuTMom neyexus MAC
HW3KOro pUcKa

[eyeHne B COOTBETCTBIM C
anropuTMom neyexua MAC
BbICOKOr0 pUcKa

Ipynna HU3KOTo pucKka

AaroputMm Benennsi nanuenToB M/IC HU3KOro pucka:
— IPYIIIBI HU3KOTO U MPOMEXYTO4YHOro-1 pucka no mxkane [PSS;
— IPYIIIBI O4€Hb HU3KOT0, HU3KOTO U IPOMEXKYTOUHOT0 pucka 1o mkaie [PSS-R;

— rpyHIbl O4€Hb HU3KOT0, HU3KOTO U POMEXKYTOUHOro pucka no mkane WPSS.

BepudnLmMposarHsIi Anardos MAC KU3KOTo pucka
Hu3KiiA 1 NPOMEXYTONHBIA 1 puck no IPSS
OueHb HU3KMIA, HU3KWA 11 NDOMEXYTOUHSIA PUcK no IPSS-R
QueHb HU3KNIA, HU3KWIA U NPOMEXYTONHEIN pUCK No WPSS

Hannuye HeGnaronpuATHs
XPOMOCOMHBIX aHOManui

BnactHele kneTku <5%

\Her

Tederue cornacHo
pexomeHaaLmMam Ana MIC
fa BEICOKOTO pHCKa fa

Del(5q) -/+
QA ONIONHUTENbHAA XPOMOCOME

Ecrs HLA-COBMECTUMSI7 R0HOP
CT-

T-Cl<3

KpacHsiit pocTok >10%
3M0 <500 ME/mn
-I+ <2 pos 3/mec

VIMMyHOCYNpeccHBHan Tepanus
LMKTIOCTIOPUH +/- ATT +/-
CANEeHIKTOMUA

30 -/+ T-KCo

Tpawcdy3un S -+ TpK,

3MNO0 -1+ TKCo |—>| Nenanuaomua ‘ OHCATIAYM Bpaded

TNeuenue cornacHo
pexomenaaunAm AnA MOC AETE
BLICOKOO pUCKa

®eppyv > 1000 Hrimn

©epputid > 1000 Hr/mn

10-20 TpaHcdyaui M 10-20 TpaHcdyaui SM
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AaroputMm Benennsi nauueHToB M/IC BbICOKOIr0 pHucKa:
— IPYIIIBI IPOMEKYTOYHOI0-2 U BBICOKOTO pHUcKa 1o mkaine [PSS;
— IPYIIIBI IPOMEKYTOYHOIO, BBICOKOI'O M OYEHb BBICOKOr0 pucka 1o mkaie [PSS-R;

— TPYHIIBI MPOMEXYTOYHOTO, BBICOKOT'O U OY€Hb BBICOKOT'O prcKa 1o mikaine WPSS.

BepuduumposarHsIit AnarHo3 MC 8bICOKOrO picka
MpOMEXYTOYHbIN-2/BLICOKMI PUCK No IPSS
TTPOMEXYTOUHLIN, BEICOKMI ¥ OYeHs BHICOKMIT pyck no IPSS-R
MPOMEKYTOUHBIN, BLICOKMIT M O4EHb BHICOKMIA puck no WPSS

Boapacr crapwe 65-70 net

Konuuyectso §annos no wkane

EcTb HLA-WaEHTUYHLIA A0HOP
ECOG=3

HCT-Cl <3

BnacTHele ket = 10% MINoX0M NPOrHO2 N0 LUMTOTEHETHKE

Anno-TrcK [€— TNXT no nporoxonam OM Mansie 4036l UMTapaduHa Fﬁnzngg::pzfuxﬁe —
wnu wnu penap: b
TUNOMETUNMPYHOLLVE TUNOMETUIMDYOLWME 202t
npenapars! +/- XT npenapatel

H

JncnadcepHoe Hadnwaexue

A
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IMpuioxenue B. Uudopmanus 1/ NaUMEHTOB

Muenonucmiactuueckue cuHapoMbl (MJIC) — »To Tpynma pas3iuyHbIX 3a00JIeBaHUI
koctHoro mosra (KM), mposiBistomuxcs B ToM, uto KM He BbIpabaThIBaeT AOCTATOYHOIO
KOJINYECTBA 3/0pOBBIX KIETOK KpoBU. MJIC yacTo Ha3bpIBalOT «0OJE3HBIO HEAOCTATOUYHOCTH
KocTHOro Mosray. MJIC cTpagatoT riaaBHBIM 00pa30M MOXKWIIbIE JIOAM (BO3PACT OOIBIIMHCTBA
MAIMEHTOB MPEBbIIIAET 65 JIeT), 0JHAKO U cpeau Ul Mosioxke 40 1eT BO3MOKHO BBISIBIICHHE ATOTO
3a00JIeBaHU.

OcHoBubiMu npuzHakamu MJIC sBisieTcs LUTONEHUS — 3TO CHMYKEHUE KOJIMYECTBA
SPUTPOLMTOB ¥ TEMOTIIOONHA, JIEHKOIIMTOB U TPOMOOLIUTOB; TOMUMO HU3KOTO KOJINYECTBA KIETOK
KPOBH, 3pelble KIETKH KpOBH, IUPKYJIHPYIOIIME B CHCTEME KpOBOOOpAIlleHUs, MOTYT
HENPaBWILHO (PYHKIIMOHUPOBATH M3-3a TaK Ha3zbIBaeMo# aucmiazuu. Hecmorps Ha To, yto MJIC
—3TO HE CUHJPOM, a 00JIe3Hb, U JaXKe TPpyIIa 3a001eBaHui, 0003HAaUEHHUE «CUHAPOMY J10 CUX I10p
OCTaeTCs B CUIIE.

OCHOBHBIMU TUIIAMU LUTONEHUHN SBIISFOTCS:

1. AHeMus — CHI)KEHHOE COJIep)KaHHUE IPUTPOLUTOB B 1 MKII KPOBH, HO Yallle UCHOIb3YIOT
napaMeTpbl I'eMOIJIOOMHA!y MHallMeHTOB MPOSBICHUSMU aHEMHM SIBJISIOTCS OJIEIHOCTD
KOXKHBIX  IIOKPOBOB,  CJIadOCTh,  IOBBIIIEHHAs  yTOMJISIEMOCTb,  COHJIMBOCTb,
TOJIOBOKPY>KEHUE, CeplieOneHue, OIBIINIKA, KaK B TIOKOE, TaK U TP (PH3UUECKOM Harpy3Ke.
JUis KaXa0ro mamnueHTa CyIIeCTBYeT CBOE€, IOPOroBOE 3HAu€HHE TIeMOIJoOMHa, IMpH
KOTOPOM Ha4MHAIOT MOSABIATHCSA U YCUIMBATHCS JAHHBIE CHMIITOMBI, KOTOPBIE 3aCTABIISIOT
00paTUThCS K Bpady U B JaJbHEHIIIEM TOMOTal0T OLEHUBATh COCTOSIHUE MallUEHTa.

2. JleWikoneHHs — HU3KOE Cofiep KaHue JISHKOonnuTOB B 1 MK KpoBU. CHIDKEHHE MTOKa3aTelNeH
JEUKOLUTOB U HEUTPOPUIIOB, a TAKXKE HapyllIeHHE UX (PYHKIIMU HE CKa3bIBAaeTCs Ha 001eM
CaMOYyBCTBHM NAllMEHTOB, OJHAKO MPHUBOAUT K YBEIMUEHHUIO YaCTOThl MH(EKIIMOHHBIX
OCJIOKHEHUH.

3. TpomOonuToneHNs — HU3KOE CO/IEpPKaHUE TPOMOOIIMTOB B 1 MKJI KPOBH; y MAIIMEHTOB C
TPOMOOIIMTONEHNEH HEPeAKO BBIABISETCS IeMOpPparndeckuii CUHAPOM (IIOSIBIEHUE Ha
KOX€ U CIM3UCTBIX KPaCHBIX ISITEH-TEMOPparuii, KpOBOTOYMBOCTD JIECEH, YAIlle BO BPEMSI
MPOBEJICHUS TUTHEHNYECKUX MPOLEaYypP, KPOBOTEUEHHUS U3 HOCA, KEITYyA0YHO-KUIIEYHOTO
TpakTa U T. A.). C ydeToM HapyueHHOW (QyHKIUN TPOMOOIIMTOB 3TU MPOSIBICHUSI MOTYT
6bITh TIpH ypoBHE TpoMOomuToB >20x10%1, ogHAKO ualle OHM BCTPEYAIOTCA MPH
noxasatensx menee 20x10%m.

Jnst muarnoctukn MJIC HeoOXoaummo BBIMOJHUTH HcchenaoBaHue KpoBu, KM ¢
ornpezeneHueM 0coO0eHHOCTeN KaproTuma (ONpeleIuTh — €CTh MOJOMKH XPOMOCOM HIJIM HET), a

TAKKC MPOBECTU IMOJHOC TCPANICBTUYCCKOC O6CJ'IC,Z[OBE[HI/IC. OTO IIOMOXKET Bpady HNOATBCPAUTH
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Hanmuure win otcyrctBue MJIC, BBIICHUTHh HaJIMYME COMYTCTBYIOUIEH MATOJIOTHH, a TaKXe
BbIOpaTh TAKTUKY JAJIbHENUIIEH Tepanui.

B nHacrosmiee Bpemsi cymecTByeT MHOTO MeTonoB siedenuss MJIC. Beibop 3aBucut ot
Bapuanta MJIC, ocobeHHOCTel KPOBETBOPEHHUS, IPYIIIBI PUCKA, BO3pACTa MallMEHTa, HATUYUS U
TSYKECTU COMYTCTBYIOIIEH MaTOI0TUU, Hannuus noaxosamero no HLA-cucteme noHopa.

Pemienue o Havase TOi WM MHOHM Tepanuu, 0COOEHHO O Havyalle peaan3aluy MporpaMmMbl
TPAHCIUIAHTALMX AJUIOTEHHBIX I€MOIO3THYECKUX CTBOJIOBBIX KJIETOK, IPUHMMACTCS BPadoM
COBMECTHO C MAaI[UEHTOM H €0 POJACTBEHHUKAMHU.

AJleKBaTHOE BBINOJIHEHUE MAllMEHTOM Ha3HAuU€HUU Bpada, CBOEBPEMEHHOE COOJIOJCHHE
BCEX YCTAHOBJICHHBIX IIPABUJI ITO3BOJISAET IIOJIYYUTh MAKCUMAJIBHO BO3MOYXKHBIN pe3yJIbTaT.

Bcem maumentam ¢ MJIC pekomenayercss coOoaTh MpeANMCaHUS T'eéMAaTosiora Io
JICYCHUIO M HE 3aHUMAThCS CAaMOJICYCHHEM, UCKIIIOUUTh WHCOIALMIO, TIOCEIIeHNEe CayHbl /0aHU U
dbusnoTepaneBTuyeckue nporuenypsl. [Ipu HaIM4YMKM BpeJHBIX YCIOBHM Tpy/a jKejJaTelbHa CMEHa
ycnoBuid paboTel. K BpeqHBIM yCIOBHSIM Tpyla OTHOCATCA:pabOTa, CBA3aHHAS C TSDKEIBIM
(U3UYECKUM U 3HAUUTEJIbHBIM HEPBHO-TICUXHUECKUM HaAIIPSHKEHUEM, BO3JIEHCTBUEM TOKCUUECKHUX
areHToB, BUOpaluu, MpeObIBaHHEM Ha BBICOTE, OOCITYXHMBAaHHEM JBIKYIIUXCS MEXaHU3MOB,

BOXJIACHHUECM TPAHCIIOPTHBIX CPCACTB, AUCIICTYCPCKUC HpO(i)CCCI/II/I U T. II
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Hpuaoxkenue I'l. Ouenka 3¢pdexruBnoctu Tepanun MJIC
O¢pdextuBnocts Tepanuu MJIC nomkHa OLEHUBATHCS COTJIACHO KPUTEPUSM OTBETa Ha
neueHust MexxayHapoanoit padoueit rpymmst (IWG 2006) [3].
OpurunanpHoe Haszanue: International Working Group (IWG) response criteria in
myelodysplasia [65]
Tun: npyroe — KpuTepuu OLEHKU OTBETA HA JICYCHHE
Hasnauenwe: onenka a¢dexruBHocty Teparnuu M/[C

CopnepxaHue 1 UHTEPIIPETALINS:

Ouenka 3¢gpdextusnocru tepanuu (IWG 2006) [3]

Bun orBeta Kpurepun

[lomHas peMuccus KM: 5% u MeHee 6JacTHBIX KJIETOK C HOPMaJIbHBIM CO3PEBAaHUEM BCEX THUIIOB
KJIETOUHBIX JTMHUHM; BO3MOYKHA EPCUCTUPYIOILAS TUCTIIA3 S
[lepudepuueckas kposb: Hb >110 r/n, TpomGouuts >100x%10%1, HelTpopub:

>1,0x10%n, 6nactHble KieTkH 0%

HacTuuHas peMmuccus Bce kpuTepun nosHoO# pemriccur coOII0IAl0TCS 32 UCKIIIOUEHHEM TOT0, YTO
KOJHUYECTBO OJIaCTHHIX KiIeToK B KM cum3unock Ha 50% u Gojiee 0T HCXOIHOTO
3HAUCHHs, HO ocTaeTcs 0ojee 5%.

KnetouHOCTh 1 MOP(OJIOTHS HE aKTyalTbHbBI

KocTHO-MO3roBas KM: 5% u MeHee OJIACTHBIX KIIETOK M X KOJIUYECTBO B nmpouecce Tepannun
[pPEMUCCUS cau3uiaock Ha 50% u Ooiee OT HCXOJHOI'O 3HAYCHUA
Hepm’pepnquKaﬂ KpOBb: €CJIN Ha6J'IIOILa€TCH TréMaToJIOTHYCCKOC YIIyUlICHUC,

CT'O CJICAYCT ):[O6aBJ'IHTL K KOCTHO-MO3IrOBOMY OTBETY

CTa6I/IJ'II/I3aLII/I$I OTCYTCTBI/IC YaCTUYHOU pPEMHUCCHUH, HO HET IPHU3HAKOB IIPOrpeCCUPOBAHUA B

TeueHue Ooiee 8 HeAEIb

bes apdexra UleTanbHbIi UCXOJ] HA (JOHE TEpaNMK WU MPOTrpeccupoBanune 3aboeBanHus,
XapaKTepHU3yIolecs yCyryOlIeHneM [IUTONIEHNH, YBETMUEHHEM KOJIMYECTBa
OacTHBIX KiIeToK B KM nim mporpeccupoBanue B 6oJiee «IpOABHHYTHIIN
Mopdosorndeckuii Bapuant MJIC 1o cpaBHEHHIO ¢ TEM BapUAHTOM, YTO OBLIT JI0

repanuu

PGLII/I}_II/IB IIOCJIC TIOJTHOM H€06XO,I[I/IMO HaIu4yue XoTs Obl 1 u3 CJICAYIOIHNX MPU3HAKOB:

MJIM 9aCTUYHOM peMuccruu — IIPOLCHT 0JIaCTHBIX KIIETOK BCPHYJICA K UICXOAHOMY 3HAYCHUIO 10
JICYCHHUA,

— camkenue Ha 50% u 0ojiee OT MAKCUMAJILHOI'O KOJIMYECTBA

T'paHyJIOIUTOB WJIA Tp0M6OLII/ITOB BO BpEMA peMI/ICCI/II/I/OTBCTa;
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— cHIKeHue KoHueHTpauu Hb Ha 15 /1 u Gojiee Wik MPUCOSIMHEHUE

TpaHCc(py3MOHHOH 3aBUCUMOCTH.

[[UTOreHeTHUECKUI OTBET

[I0oIHBIN: HCUC3HOBCHHEC XPOMOCOMHBIX W3MEHCHUH U OTCYTCTBUC HOBBIX
YacTUYIHBIN: YMEHBUICHUE KOJIHNYCCTBA KJIETOK C XPOMOCOMHBIMH HapYIICHUAMNA

MuHEMYM Ha 50%

[Iporpeccus 3a0oeBaHAS

7151 marMeHToB ¢ KOJHYECTBOM OJIACTHBIX KIIETOK:

— menee 5% — yBenmaenue Ha 50% u Oouee, 1. €. 6onee 5%;
—5-10% — yBenuuenue Ha 50% u Oosnee, T. . 6onee 10%);
—10-20% — yBenunuenue Ha 50% u Oonee, T. €. 6onee 20%;

— 20-30% — yBenuuenue Ha 50% u Oonee, T. €. 6onee 30%.
Hanuuue 100010 U3 CIeIYIONUX MPU3HAKOB:

— CHI)KEHHE KOJIMYECTBA MPAHyJIOIMTOB HIIK TPOMOOIIMTOB KaK
MUHUMYM Ha 50% OT MakCHMMaJbHOI'O 3HAYCHHS BO BPEMs PEMUCCUHU/OTBETA;
— cHKeHue koHeHTpauu Hb Ha 20 1/1 u Gonee;

— 3aBHCUMOCTH OT TPaHC(PY3MOHHOW Teparuu.

["emaTOJIOTHUECKOE

yJIydIIeHue

Kputepun oTBeTa (OTBET AOJIKEH COXPAHATHCS] HE MEHEe 8 HEeTb)

OPUTPOUIHBIA OTBET

(ncxomauo menee 110 r/m)

[Toswimenue Hb Ha 15 r/1 u 6oinee;

CHmKeHre a0COIFOTHOTO YKCIa SAMHHUIL TIEPETNBACMOI SPUTPOIIUTHON MaCCHI,
o KpaitHeil Mmepe, Ha 4 eAUHUIIBI B TEUEHUE 8 HEEIb, IO CPABHEHHUIO C
MCXOJTHBIM YHCIIOM TEPETHBAEMBIX SAMHUI] 3 TPEIICCTBYIOIIHE 8§ HEACTb;
[Tpu olleHKE MHTEHCUBHOCTH TPaHC()Y3MOHHON Tepaniuu He0OX0IMMO

[VIUTBIBATh TPaHC(Y3UH, BeIOTHeHHbIE Tipu Hb <90 1/71

TpoMOOIIUTApHBI OTBET
(MCXOIHO MeHee

100x10%/x)

AGCOIFOTHOE YHCII0 TPOMOOLUTOB yBeauauBaeTcs >30x10%1, mpu nCXoaHbIX
3HaueHusx 6onee 20x10%m;

'Veennuenne ¢ menee 20x10%1 no 6omnee 20x10%m 1 murmmym Ha 100%

HeiirpodunbHeiii oTBET
(MCX0THO MeHee

1,0x10%)

Veennuenue Ha 100% u yBenuueHne abCOIOTHOTO YKCIIa HEUTPODUIIOB 10

Gonee 0,5x10%n

[Iporpeccust unm penuans
roce
reMaToJIOTYECKOTO

YITyqIIeHUS

/Toka3aTeNbCTBO XOTs ObI OTHOTO M3 CIACTYIOUINX MPU3HAKOB:

— camxenne Ha 50% u 0osiee OT MAKCUMAaJILHOTO KOJIMYECTBA
FpaHYJIOIUTOR WX TPOMOOITUTOR;

— camwkenne Hb ma 15 r/n u Oonee;

— TpaHc(y3MOHHASI 3aBUCHMOCTb.
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Hpuaoxkenue I'2. lllxkana komopouaHOCTH M5 nanueHToB ¢ M/IC

J171s1 MpOTHO3MPOBAHUS BIUSHUS COMYTCTBYIOIIMX 3a00JICBAHMI Ha KOHEYHBIC PE3YJIbTaThI
nedeHuss y O6onpHbIX MJIC HEoOX0IMMO OIlEHMBAaTh KOMOPOMAHOCTH mamueHta mo MJIC-
cienuuuHOMy HHICKCy komopounHoctu (MDS-CI) [119].
Opwurunansaoe HazBanue: MDS comorbidity index
Turr: mKkana oreHKH
Hasnauenwue: KIMHUYECKas: OIleHKa KOMOPOMIHOCTH
CopnepxaHue 1 UHTEPIIPETALINS:

IIkana komopouaHocTn st nanuentos ¢ MJIC (MDS-CI)

ConyrcTBylomue 3a001eBaHusl Bamabl
boine3nu cepaua
apUTMHUS
3a00JIeBaHUs KJIallaHOB 2

ureMryeckasi 00JIe3Hb Wi HHPAPKT MUOKapaa

3aCTOMHAs cepacyHasd HEAOCTATOYHOCTDb

[lopaxxeHue eYeHU CPEIHEN U TSHKENOU CTENEHU
UPpPO3
¢hudpo3 1
nepcucTupyromas runepounupyounnemus >1,5xBI'H wnu

ACT/AJIT >2,5xBI'H

[TopakeHue JITKUX TSHKEIO0H CTeNeHN
nmuddy3Has crrocoOHOCTh W/ 00beM (hOPCHPOBAHHOTO BHIIOXA 1

3a 1 ¢ <65% WM JUCITHOD B IIOKOE MM HEOOXOIMMOCTh B OKCUT€HAILINN

[boJie3Hu moyek
TIEPCUCTUPYIONIAs] KpEaTHHUHEMUS >2 M/ 1
reMoIain3

TPAaHCIUIAHTALU

ConugHast Onyxoib

OITyXOJIb B aHAMHE3€, 3a NCKITFOUYCHUEM HEMEJIAHOMHOI'O paKa KON 1

[To cymme GamioB, MPUCBOEGHHBIX KAXKOMY ITOKA3aTEeNI0, OMPEAEIIICTCS MPOrHOCTUYECKHI
BapuanT MDS-CI: muskuit (0), npomesxxytounsiii (1-2) u Beicokuii (>3 6amioB). [locnenyromee
MPUMEHEHUE WHJEKCAa KOMOPOMIHOCTH TO3BOJSET CTPAaTU(UIMPOBATH MAIMEHTOB M3 TPYIIIBI
HU3KOT0 U MPOMEXYTOYHOTO pUCKa (HO HE BBICOKOTO M OYEHb BHICOKOI0) Ha IPYMIBI C pa3HOMN

BBDKMBAEMOCTBIO. 1Ipy mpoumx paBHBIX yclnoBHAX BbICOKOe 3HadeHue mHiaekca MDS-CI kax
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YBEIUYMBAET PUCK CMEPTU OT NPHUYHMH, HE CBs3aHHBIX ¢ TpaHchopmarmeir B OJI (HR 2,46; p

<0,001), Tak u ymensiaer nokazareian OB B nemom (HR 2,09; p <0,001).
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Hpunoxkenue I'3. lllkana KOMOPOMIHOCTH IS MANUEHTOB, KOTOPBHIM

INIAHUPYETCHA TPAHCINVIAHTAIUA FEMOIIOITUYIECCKUX CTBOJIOBLIX KJIIE€TOK

VY nanueHToB, KOTOPBIM IUIAHUPYETCS TPAHCIUIAHTALMS FEMONOITHYECKUX CTBOJIOBBIX
KJIETOK, HE00XOIMMO OIICHHBAaTh KOMOPOMAHOCTD MalpenTa no uuaekcy komopouanoctu TI'CK
(HCT-CI) [105].
OpurunanasHoe Ha3Banue: Hematopoietic cell transplantation comorbidity index
Tumn: mkaaa oneHKn
Ha3nauenue: kinMHMUYecKas OlleHKa KOMOPOUIHOCTH
CopaeprxaHue U UHTEpIIpeTaIUs:
IIkana KOMOPOMIHOCTH /I NANMEHTOB, KOTOPBbIM IUIAHHPYETCS TPAHCIJIAHTALMS

reMomno3THYECKUX cTBOJIOBBIX KieTok (HSC-CI) [105]

Komopouanocts Banabl

IlaToJiorus cepaevyHo-coCyAMCTOH CHCTEMBbI
MepuatenbHas apuTMUS WU TPENETaHNE, CUHIPOM C1a00CTH CHHYCOBOTO y3J1a
WJIH eIy T0YKOBBIC apUTMHHU 1
NBC, 3acroitHas cepeuHas HeI0CTaTOYHOCTh, HH(papKT Muokapzaa uiu @B <50%:

ITopoxu cepana 3a UCKIIOUEHUEM MPOJIaTica MUTPAJIBHOTO KJlanaHa 1

IlaTosiorus AbIXaTeJbLHOW CHCTEMBI
O0beM (hopCcUPOBAHHOTO BIJIOXA 3a MIEPBYIO CEKYHIY <65% WM OJIBIIIKA B TTOKOE
WJIM TOTPEOHOCTh B KMCJIOPOHON TOICPIKKE 3
O0beM (hopCHPOBAHHOIO BbIIOXA 3a TIEPBYIO CEKYHIY 66—80% Win OJIbIIIKA TPU

HeOO0JIBIION (PU3MUECKOM HArpy3Ke 2

IHatosorns KKT
XpOHHYECKH TeNaThT, noBblmeHne ommpyouna 1o 1,5 nopm nimu AJIT/ACT no
2,5 HOpM
Hwuppo3 neuenu, owmupyous >1,5 vopm wiu AJIT/ACT >2,5 HopMm

Bonesns KpoHa mnu si3BeHHBII KOJIUT

N P W

S3Be1 XKKT, TpeOyromue nevyeHus

ITaTonorus MO‘[eBI)IZ[eJII/ITeJ]bHOﬁ CUCTEMBbI

Kpearunun 6omee 200 MKMOJITB/JT, IWATNA3 WK TIOYEYHBIA TPAHCIUIAHTAT 2
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IMaTonorust 3HIOKPUHHOI CHCTEMBbI
CaxapHusrif quabet, TpeOyromuii JIeYeHHsI THCYJTNHOM I TIepOPaTbHBIMHI
npenapaTamu

UMT 6Gomee 35 kr/m?

IIaTo/0rus COeAMHUTEIBHON TKAHHU
CucremHas KpacHas BOJTYaHKA, PEBMATOMIHBIN apTPUT, TTOJIMMHO3HT, OOJIC3HH

COCIMHUTENbHON TKaHU

HeBpoJsiornyeckuii u NCHXU4eCKuii craryc
TpaH3uTopHas UIIeMU4ecKas aTaka Wid IepedpoBacKysipHbIe "coObIThs "
Henpeccus uimu TpeBora, TpeOyroIre ICHXUATPUIECKON KOHCYIbTAIIUHN HITH

JICYCHUA

NHpexunoHHbIE 0CI0KHEHUS

Wndexuuu, Tpedyromye NpoJobKeHHs Tepanuy nocie 1Hs1 0

OHyXOJ'IeBBIe 3a00/1eBAaHUA B aHAMHe3e

Tepam/lﬂ COJIMIHBIX OHYXOHCﬁ B aHAMHE3€, 3a UCKIIIOYCHHUEM HC MCJIAaHOMbBI KOXXKH
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