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TepMuUHBI U onIpeaeJeHus

AHeMUYeCKHUIl CHHAPOM — aHEMUYECKHe 3Kajo0bl (C1ad0CTh, TOJIOBOKPYKEHUE, OJIbIIIKA
npu (u3nueckor Harpyske, cepiauedueHue) MOryT ObITh Pa3HOM CTENEHH BBIPAKEHHOCTU U
BcTpeuatorcs B 80—-90% ciyuaes M/IC.

B-cuMnTOMBI — CHUKEHHE MACCHI Telna, cyOheOpuinuTeT B BeuepHee BpeMsi, MOTIMBOCTh

I'emopparuyeckuii CMHAPOM — KIMHUYECKU 3HauMMasi TPOMOOIIMTOIIEHUSI B aHAIM3aX
KpoBH oTmeueHa B 25-70% ciydaeB, remopparudeckue IposiBICHUS B J1e0r0Te 3a0o0jieBaHuUs
otMmeueHbl B 15-30% (merexuanbHble BBICHITIAHUS HA KOXKE U CIM3UCTBIX, HOCOBBIC, JIECHEBbIE,
MaTOYHbIE, MOYEUHbIE M 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(OJIOTHUECKUE OTKIOHEHHUSI OT HOPMAJIBHOTO PA3BUTHS, BBIABISIEMBIC Ha BCEX YPOBHSIX OT
KJIETKU /10 TKaHEH, OpraHoB M OTAEIbHBIX yacTeil Tena. [loa nucMuenonos’som nojapazymeBaroT
a00ble  KONMYECTBEHHbIE U  KAueCTBEHHBIE HApPYIICHUS, KOTOpPHIE OMNPEACNAOTCS B
FeMOIIOATHUYECKUX KJIETKAaX U KPOBETBOPHOU TKaHU KOocTHOT0 Mo3ra. [Ipu muddepenunpoBanaom
MOJICYETE MHEJIOKapUOLIMTOB B MHUEIOrpaMMe HEo0XoAuMO wuccienoBate He MeHee 500
APOCOIEPKALINX KJIETOK KOCTHOTO MO3Tr'a, P MOJCYeTe JIEHKOILUTOB B epu(epruuecKoil KpoBU
— He meHee 200. /lnarHocTMYECKHM 3HAUMMOM JUCIUIA3MEH CUMTAETCSl CUTyalus, KOrjaa JoJis
KJIETOK ¢ Ipu3Hakamu auciuiazuu npessimaet 10% ot 100 moacuuTaHHBIX 3pUTPOKAPHOLIUTOB,
100 rpanynonuToB 1 He MeHee 30 MerakapHOLUTOB.

NmmynocynpeccuBHas Ttepanuss (MCT) — komiuiekc Je4eOHBIX MEpOINpUSTUH,
IPOBOAMMBIX IOATallHO B TEe4YeHHE roja U Oozee, Biimodaromuil nukiocnopud (L[CA),
anTuTUMonMTapHbeiii robynuH (ATD) u apyrue wmetoast MCT, mosBonstoniuii 1oOUTHCS
MaKCHMalbHO TMOJIOKUTENbHOTO »dd(deKkTa U ATUTENbHON BBDKUBAEMOCTH TMAIMEHTOB C
runomiacTuuyHeiMA popmamu MJIC.

Nudexunonnbie 0CI0KHEHUs — YBEIMUYEHUE YAaCTOThl MH(EKIMOHHBIX OCJIOKHEHUH
(10-40%) oOycnoBieHo HeHTponeHne 1 TUCYHKIMEH TPaHyIOUTOB, KOTOPask MPOSIBISETCS
HapyueHreM (arouuTapHoOW aare3uu, xeMorakcucoM. Hambonee yacThiMU U3 MH(EKIIMOHHBIX
MPOSIBIICHUH SBJSIOTCS OaKTepuaibHble THEBMOHUHU, abCLECChl KOXHU M OINIMOPTYHHUCTUYECKUE
uH(pEKINY, BKIII0Yasi BUPYCHbIE, THEBMOLIUCTHBIE, MUKOOAKTEpHUaIbHBIE.

KocTHOMoO3roBasi peMuccusi — CHI)KEHHE OJACTHBIX KJIETOK B KOCTHOM Mo3re 5% u
MeHee, U 3TO CHkeHue 6osee ueM Ha 50% OT UCXOAHBIX 3HAYSHUH, TPU 3TOM B nepudeprueckon
KPOBH HET MOJIHOTO BOCCTAHOBJIEHUS MTOKa3aTelIel TeMOrpaMMBl.

Muenoaucniactudyeckuii cunapom (MIAC) — rereporeHHas rpynna KJIOHAJIbHBIX

3a001€BaHU CHCTEMBI KpPOBH, BO3HUKAKOIIHUX BCIICACTBUC MyTallUN reMOIIOATHYECKOI CTBOJIOBOM
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KJIETKA W XapaKTepU3YIOUIMXCA LHUTONEHHEH, Kak pe3ynbTaT Hed(D(PEKTUBHOTO TIeMornolsa,
MpU3HAKaMH JHUCMHEIION033a M BBICOKUM PUCKOM TpaHchopManuu B ocTpslid Jeiko3 (OJ).

MJIC ¢ nuneiiHoi ( onHOoIMHeHOH) Aucniaasueid —Bapuant MAC, mis xkoToporo
XapakTepHa OJHO-IBYX POCTKOBasl LIUTONEHUS, , 0€3 yBeIMUEHHUs MPOIeHTa OJACTHBIX KIETOK B
nepudepudeckoir kpoBu (<1%) u xoctHoM ™mo3re (<5%), Oe3 yBeJIUYEHHUS KOJbIEBBIX
CUIepoOIaCTOB U aOCOMIOTHOTO MOHOLIMTO3a B MepupepuyecKoil KpOBH, MPH 3TOM AWCILIA3ZUSA
6osee yem B 10% KJI€TOK BBISBIISIETCS TOJBKO B 1 pocTke kpoBeTBopeHus. Hanbosee gacto y 3tux
MAIMEHTOB BEIYIIUM CUMIITOMOM SIBJISIETCS aHEMHUSI.

MIAC ¢ kouabueBbiMu cujaepodsactaMmu (KC) u JuHeiliHOW (0AHOJIHHEHHOI)
aucniaasuedd — Bapuant MJIC, i KOTOpOro XapakTepHa aHEMUs, dYalle HOPMO- WIH
MaKpOLIUTAPHOTO XapaKTepa; JUAarHOCTUYECKH 3HAUMMBIM SBIIAETCS OOHApYKEHHE KOJBLEBBIX
cuepo0IacToB B KOCTHOM Mo3re B 15% u 6oee OT KJIETOK KpacHOTO psifia, BHE 3aBUCUMOCTH OT
Hanmuuusi myTtanuu rena SF3Bl, a mpu ee HamM4YMM JUArHOCTUYECKH 3HAYMMBIM SBIISETCS
oOHapyxeHHe 5 m 0oJiee KOJBIEBBIX CHICPOOIACTOB;, 0€3 yBEIMUYCHHUS MPOICHTA OJIACTHBIX
KJIETOK B iepudepuyeckoit kpoBH (<1%) n koctHOM Mo3re (<5%), 6e3 abCOMOTHOrO MOHOLIUTO32
B niepuepruuecKoit KpOBH, IIPHU ITOM JTUCIUIA3HS BBISBISIETCS B KJIETKaX KPacHOTO psija 6osee ueM
B 10%, B rpaHyJIONUTapHOM U METaKapUOLUTAPHOM POCTKax — MeHee ueM B 10%.

MIAC ¢ KC u myabTHiIuHeiHON aucmiiasueit — Bapuant MJIC, nns xoToporo
XapaKkTepHa IUTOIEHUS JTI000H CTENeHN BBIPAKEHHOCTH; IUATHOCTHYECKH 3HAYMMBIM SBIISICTCS
oOHapy’KeHHe KOJbIIEBBIX CUAEPOOIACTOB B KOCTHOM Mo3re B 15% u 6onee oT KJIETOK KpacHOTrO
psiaa, BHE 3aBUCUMOCTH OT Hanuyus myTanuu reHa SF3B1, a npu ee HATMYMKM TUATHOCTHYECKH
3HAUYMMBIM SIBJISIETCSl OOHapyXeHHe SHu 0ojiee KOJIBLIEBBIX CHIEpOOIacTOB; 0€3 yBETWYEHUS
MpOIIEHTa OJIACTHBIX KJIETOK B mnepudepuyeckoit kpoBu (<1%) u xoctHOM Mmo3re (<5%), 6e3
abCOJIIOTHOTO MOHOIIMTO3a B NepupepuyecKol KpOBH, HPU ATOM JUCIUIA3US BBIABIAETCS B
KJIETKaX 3pUTPOUTHOIO, IPAHYIOLUTAPHOTO WU/WIIM METrakapHOILMTapHOIO POCTKOB Oojiee 4eM B
10%.

MAC ¢ myabTHIMHEHHOW (MHOXKeCTBeHHOM) aucmiasueit — Bapuant MJC, s
KOTOPOT'0 XapakTepHa IMTONEHHUs JH000H CTEeNeH! BBIPAXKEHHOCTH, 0€3 yBEIMYEHUs MPOIEHTa
O5acTHBIX KJIETOK B nepudepuueckoit kpoBH (<1%) n koctHOM Mo3re (<5%), 6e3 abCoIOTHOTrO
MOHOIIMTO3a B NepudepuyecKoil KpoBU, MpU 3TOM JUCIUIa3Us BhIABIAeTcs Oosnee yem B 10%
KJIETOK JIBYX U 00Jiee pOCTKOB KPOBETBOPEHUSI.

M/C c¢ u36bITKOM 6s1acToB-1 — Bapuant M/JIC, i KOTOpOro XapakTepHa IIUTONEHUs
1100011 CTerneHu BBIPaXKEHHOCTH 0€3 a0COII0THOTO MOHOIIMTO3a, IIPU 3TOM O1acThl 0€3 majouek

Aynpa B nepudepuieckoil KpoBH COCTaBIAIOT MeHee 5%, a B kocTHOM Mo3re — ot 5,0 10 9,9%,



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 M/JIC, 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 CHAECPOOTACTOB MOXKET OBITH JIF000H, TaK ke, KaK U KOTUIECTBO
KJIIETOK ¢ auciiaszueit. B ciydae, xorna npu MJIC ¢ u30eiTkoM 61acTOB-1 B OJIACTHBIX KJIETKAaX
BBISBJISIIOT Maslouku Ayspa, BepuduuupyroT nuarao3 MJIC ¢ u36sITkoM 61acTOB-2.

MJC ¢ usoaupoBannoii aeaenueii (5q) (MJIC-50-) — Bapuant MJIC, mist KOTOPOro
xapakrepHa anemus (HB <100 r/), gaie MakponuTapHOTO XapakTepa, BO3MOXKHO B COYETAaHUH C
HOPMAJIbHBIM WJIM TOBBIIIEHHBIM KOJMYECTBOM TPOMOOLMTOB, 0O€3 YBEIMYEHMs IPOLIEHTa
OylacTHBIX KIIeTOK B mepudepuueckoit kpoBu (<1%) u xoctHOM Mo3re (<5%), aOCONIOTHOrO
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-i XPOMOCOMBI.

M/C nexnaccnpuuupyemsiii (MIAC-H):

1) Bapuant M/IC, ¢ kputepusmu MJIC-JI/1, MJIC-KC-JI1, MJIC-KC-MI, MJIC-M/] u

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

2) Bapuantel MJIC-JII, MIC-KC-JIT u MJIC-5Q-, mpu KOTOPBIX BBISBISIOTCS
KJIMHUYECKH 3HaUYMMasi IaHUTOIEHNUS;

3) Bapumant MJIC, mpu KOTOPOM BBISIBISICTCS KIMHUYECKH 3HAYMMasi IUTONCHHS C
6nmacremueit <2%, u O6IaCTHBIMU KJeTKaMHU <5% B KOCTHOM MO3r€, HO JHCIIIa3us
BbIBIIsIETCSI MeHee 4eM B 10% KJIeTOK B JIF0OOr0 POCTKA KPOBETBOPEHUS, IIPH ITOM
00HapyXUBAIOTCS IUTOTEHETUYECKHE aHOMAaJINH, TaTorHoMoHnyHble s MJIC.

M/IC HuM3KO0r0 prcKa — rpymnma naiieHTOB, Y KOTOPBIX MPH MMOJCYETE MPOTHOCTUYECKUX
MHJ/IEKCOB OIpeJiesieHa TpyIna HU3KOro pUcKa M NMpoMexyTodHoro-1 mo mkane IPSS, ouens
HU3KOT0, HU3KOT'O M TPOMEKYTOUHOTr0 prcka 1o mkaie IPSS-R.

MIAC BBICOKOIO PpHCKAa — Tpylna MOalUMeHTOB, Yy KOTOPBIX TMpPU MOACYETE
MIPOrHOCTUYECKUX HMHJEKCOB OIpejesieHa Ipylna MPOMEXYTOYHOro-2 M BBICOKOTO pHUCKa IO
mkane [PSS, npomexxyTouHOro, BBICOKOTO M O4€Hb BBICOKOTO prcka 1o mkane [PSS-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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Oo6mas BoikHBaeMocTb (OB) — 11 ouenkn OB aHaNM3MpPyIOT BpEeMEHHBIE apaMeTPhI
BCEX IAIIMEHTOB, BKJIIFOUEHHBIX B HCClIeZloBaHKE. TOUKOM OTcueTa BISETCS JEHb Hauajla TepaInu.
CoObITHEM cYHMTaeTCsl TOJIBKO CMEpTh MaleHTa OT J000H NMpUYHHBI (paHHSS JETaIbHOCTD,
CMEpTh B NIEPUOJ PEMUCCHH OT J000H IPUUUHBI, CMEPTH B IEPHO PELIUIUBA).

OcTtpselii Jeiiko3 (OJI) — rereporeHHas Tpymma KIOHAIBHBIX 3a00JICBAHUN CHUCTEMBI
KpPOBH, BO3HMKAIOUIMX BCJIEACTBUE MyTallMM remMonosTudeckoi crtBosioBod kietku (I'CK) u
OPUBOAALIMX K YBEIMUEHHIO OnacTHBIX KieTok Oonee 20% B KOCTHOM MO3re€ /WK
nepugepuyeckoit kpou. [1o HanpaBneHHocTH 6aacTHBIX KineTok OJI paznenstor Ha:

OcTpelii MuenouaHblii Jeiiko3 (OMJI) — muenouHas HampaBICHHOCTh OJIACTHBIX
KJIETOK.

Octpslii 1umpodaacTubiii Jeiiko3 (OJIJI) — mumdongHas HanpaBICHHOCTh OJACTHBIX
KJIETOK.

IMoanas pemuccus (IIP) — cocrosiHue KpOBETBOPHON TKAHHU, IPU KOTOPOM IeMOIIO0uH
>110,0 r/n, meittpodumsr  >1,0x10%n, 6macTHBIE KIETKH OTCYTCTBYIOT, TPOMOOIUTHI
>100,0%10%/1, 61acTHBIE KTETKH B KOCTHOM MO3Te <5%, BO3MOKHA MEPCHCTUPYIOMIAs JUCIIIA3HS.

Hoauxumunorepanusa (IIXT) — nHauOonee onpaBlaHHOE COYETAHHWE LIUTOCTATHMUYECKHX
IpenapaToB, KOTOpOE IO3BOJSET JOOMTHCS MAKCHMAIbHO IOJIOKUTENbHOrO 3(dexra, B
yactHocTH [IP, mpy oHKOreMaTomornyeckux 3a00IeBaHusX.

IIporpeccusi 3a60/1eBaHUA — YBEITUYCHUE KOJIMYECTBA OJACTHBIX KIJIETOK OoJjiee 4yeM Ha
50% u nepexon u3 nepBoHavanbHoro Bapuanta MJIC B Gonee nponsunyteiii (MJIC-JI/I:PA B
MAC-M/J, MJIC-MJI 8 MJIC-Ub-1, MJIC-Ub-1 B MJIC-NB-2) (xapakTepucTuka BapHaHTOB
MJIC npencrasiena B paszznene 1.5. «Knaccudukanus 3abojeBaHUS WIM COCTOSHUS (TPyHIIbI
3a00JIEBaHUN WJIM COCTOSIHUM)», B Ta0d. 1), MpU 3TOM B aHalIM3aX KPOBU MOXET OTMEYaThCs
CHIDKeHHe nokasaresieit Ha 50% oT MakcHUMalbHbIX 3HaYeHUH U cHukeHue HB Gornee uem Ha 20
/11, nosiBNieHHe TpaHc(Py3nOHHOM 3aBUCUMOCTH. [IpH cTaOUIBHBIX MTOKA3aTENAX OJACTHBIX KIETOK
ycyryOieHHne HUTONIEHNH TaKXkKe SBJIIETCS IPU3HAKOM MPOrpeccuu 3a00JieBaHus.

Pennaus nocae [P — yBenudenne konmaecTBa 6J1aCTHBIX KIETOK >5%; cHmkenue Ha 50%
u Oosiee yncina TPOMOOIIMTOB M HEUTPODHIIOB OT MAKCUMAJIbHBIX 3HAYEHUI BO BPEMsI PEMHICCHUH;
CHIDKEHHME IoKa3aTeneil remornoOuHa Ha 15 r/m m Oosee, mosiBIeHUE TpaHC(]Y3HOHHOM
3aBHCHUMOCTH OT 3PUTPOLUTCOAEPKAIIUX KOMIIOHEHTOB.

CuieHoMeraJus — cejae3eHKa MOXKET ObITh YBEJTMUeHA HE3HAYUTENIbHO, Ha 1-2 cM.

Crabmiausanusi — OTCYTCTBME YacTMYHOM pPEMHCCHM, HO HET IPHU3HAKOB
pOTrpeccupoBaHys B TeueHUe Oojiee § Heleb.

Tpancdopmauus/nporpeccust — B OMJI koHCcTaTUpyeTcs pyu 0OHApYKEHUH B IIYHKTATe

kocTHOro Mo3ra (KM) mwnu nepudepuyeckoit kposu 6osee 20% 61acTHBIX KIETOK.
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TpancnuianTanusi reMONMOITHYECKMX KJIETOK KPOBH — TIOA 3TUM TEPMHUHOM
oobenuHensl  TpaHcmutantauus ['CK  nmepudepuueckoit kpoBu, KM u  mymoBuHHOMI
(TIaneHTapHOM) KpOBH.

TpoMOOUUTHBIA KOHIEHTPAT — KOMIIOHEHT JOHOPCKOM KpOBH, COJEpXKalIUM
TPOMOOIIUTHI.

TpoMGOUUTAPHBIH OTBET — yBenMUeHHE uucia TpomGouutoB >30x10%m, cHmkeHME
3aBHCUMOCTH OT TpaHc(y3uit TPOMOOIIUTHBIX KOHLIEHTPATOB.

[uTorenernyeckass peMHMCCHs1 — 3TO IOJHAs KIMHUKO-TEMATOJIOTMYECKAsl PEMHCCHS,
[P 3TOM LUTOI€HETUYECKUMHU METOJAMU HE BBIABIISIFOTCS MCXOJHBIE AaHOMAJIMHM KAapUOTHUIIA;
KapUOTHUIl JIOJKEH OBbITh HOPMAJbHBIM. YMEHBIIEHHE KOJIMYECTBA KIETOK C XPOMOCOMHBIMHU
HapyLIeHUsIMU MUHUMYM Ha 50% O1leHMBAEeTCs KaK YaCTUYHBIA IUTOT€HETUYECKUN OTBET.

Yacruunas pemuccus (UP) — te sxe kputepun, uto u 11 [1P, onHako 61acTHBIC KIETKH
B KOCTHOM MO3T'€ COCTaBJIAIOT Ooinee 5%.

JPUTPOMIHBIN 0TBET — MMOBBIIICHUE YPOBHS TreMoriioonHa Ha 15 /i u Oonee, CHIDKEHUE
3aBHCHUMOCTH OT TpaHC(y3uil SpUTPOLIUTCOACPIKAIMMU KOMIIOHEHTAMH.

JpUTPOUMTCOAEPKAME KOMIIOHEHTBI JOHOPCKOM KPOBHU— KOMIIOHEHTBHI JIOHOPCKOM

KPOBH, COJIEpIKAILUE SPUTPOLUTHI (IPUTPOILIUTHAS] MAacca, SPUTPOLIUTHAS B3BECH U T. I1.).
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1. Kparkas uHdpopmanus no 3a00/1eBAHUI0 WJIN COCTOSIHUIO (TpyIie

3a200J1eBaHUI MJIH COCTOSIHUI)

1.1. Onpenejgenne 3a00J€BAHHUA WJIH COCTOSAHMSA (Tpynnbl 3200J€eBAHNN  HJIH

COCTOSIHMA)

MuenoauciiacTU4eckue CUHAPOMBI TMPEACTABIAIOT CO0OM TeTepOreHHyI TpyIIy

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
oHKojiornyeckoro mnpouecca. Cpeau ¢axkTopoB, BO3JEHCTBUE KOTOPBIX YBEIMUYUBAET PHUCK
pasButuss MJIC, MOXXHO BBIICJIUTh KypeHHME, KOHTAaKT C OCH3MHOM, WHCEKTHIHMIAMH,
NECTUIINIaMHU, OPTaHUYECKUMU BEIIECTBAMHU.

N3yuyenne naroreneza MJIC Ha HpOTSKEHUM HECKOJBKHX JIECATKOB JIET IO3BOJIUIIO
BBIJICJIUTh HECKOJIKO OCHOBOIIOJIATAOLINX 3TaroB pa3BUTHs ATHX 3a0oneBaHuid. BozneiicTBue
HOBPEXJAOIUX (aKTOPOB HA IUIIOPUIIOTEHTHBIE reMonosThuueckue ctBojioBble kieTku (I'CK)
IPUBOIUT K (OPMHPOBAHHUIO KJIOHAIBHOIO KPOBETBOPEHHS, BKJIOYAIOIIETO BCE KJIETOYHbIE
JMHUH, PEAKTUBHOE M3MEHEHUE CTPOMAIbHOIO MUKPOOKPYKEHUS U JTUM(ATUUECKOW CHCTEMBI,
4TO MPHUBOMUT K YBEIHUYCHHIO Tposiudepanun U anonro3a B koctHoM mo3re (KM). IMosiBnenue
HOBBIX MYTaIMi CcHocoOCTBYeT [JanbHEHIIeH KIOHAJIBHOW 5SBONIONMU YK€ HMMEIOLIEerocs

MATOJIOTUYECKOTO KJIOHA, YTO COIMPOBOXAAETCS YMEHBIIEHHEM aronTo3a U TpaHchopMaluel B

OJI[1,2]

1.3. DnugeMuoJorus 3a00J0eBAHUS WJIM COCTOAHHA (rpynnsl 3a00J1eBaHUIT WJIH

COCTOSIHMA)

B Espornie 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 crapmie 60 set. [Tocme
60 net yactora yBenuuusaercs 10 20—-50 cimyuyaes Ha 100 Thic. uenosek B roa. B nenom B EBporne
€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].

CraTucTHYeCKUX JaHHBIX 0 3a0osieBaeMocTH U pacupoctpanenHoctd MJIC B Poccun 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 cuaepo01acToB, Tak 0003HAUYCHHAS,
D46.1 PedpakrepHas aHeMus ¢ CUACPOOIACTaMH,

D46.2 PedpaxrepHast aneMHst ¢ H30BITKOM OJIACTOB

D46.3 PedpakrepHas aHeMus ¢ U30BITKOM 0JIACTOB ¢ TpaHChOpMaIHei
D46.4 PedpakrepHas aHeMHUst HEYTOYHEHHAS

D46.7 pyrue MZIC

D46.9 MJIC HeyTouHEHHBIIH

1.5. Kuaccuduxkanug 3a001eBaHMs WJIH COCTOSHUA (rpynnbl 3a00JeBaHUN WA

COCTOSTHM )

C 2000 r. mpu Bepudukanuu quarnoza MJIC ucmonp3oBaiiv kiaccuukanuu BeemupHoi

opranusanuu 3apaBooxpanenus (BO3) (mepecmotp ot 2008 1. [7]), B koTopyto B 2017 roay nocie
OUEpEeIHOTO MepecMoTpa ObUTH BHECEHBI CYIIECTBEHHbIE H3MEHEHHUS
1. N3menenne nomenknatypsl M/IC. B HacTosiei knaccupuKkaluy UCKIIFOUEHO KIIYEeBOE
noHsITHE «pedpakTepHas anemus» s Bcex BapuanTtoB MJIC. Jlnst coBpeMeHHOro 0003HaYeHUs
BapuanToB MJIC KJIIOYEBBIM CTaj0 MOHSATHE «MHEJIOAMCIUIACTUYECKH CHHIpom». Hampumep,
M/IC ¢ konbrieBbivu cugepodnactamu (KC) u mynstununeiinoi qucrutasueit, MJIC ¢ u30bITKOM
0J1aCTOB-2;
2. OcobenHoctu mojcyera OmactHbIX KieTok B KM oT Bcex siapocopepxkaminx KIETOK
KOCTHOT'O MO3ra,
3. WuTepnperanus yBeTUYEHHOTO KOJIMUYECTBA KOJIBIEBBIX CHAEPOOIACTOB B 3aBUCUMOCTHU
OT HaJM4us WM OTCYTCTBHUA MyTanuu B reHe SF3BL: mpu Hamuuuu myrtamuu B reHe SF3B1
MIOPOTOBOE 3HAUYEHUE KOJBIIEBBIX CHIEPO0IacTOB >5%, pU €€ OTCYTCTBUH WJIM HEBO3ZMOKHOCTHU
onpeneneHus >15%;
4. V¥ nauuenroB M/IC ¢ aenenueit JNIMHHOTO TuieYa 5-i1 XpOMOCOMBI JOITyCTUMO BBISIBJIEHHE
elle OJJHOM aHOMAaJIMM KapuoTHUIIa, 32 UCKIIOUeHHEM abeppaiiiu /- XpOMOCOMBI.

VYuuteiBas BbllIEU310KeHHOE, BapuaHThl MJIC B COOTBETCTBHM C aKTyaJbHBIMU

kputepusimu BO3 ot 2017 rosa npeacrasienst ke [8].
1. MJIC c nuneitHoM (ogHOMMHENHHOMN) nucrasuent (JI):
2. MJAC ¢ mynpTununeitnoi qucrnasueit (MIC-M/).

3. MJIC ¢ kombueBsiMu cunepodiactamu (MJIC-KC):
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— M/IC c konbieBsiMU cuepoOmactamu u tuHerHou qucmaszueit (MAC-KC-JI).

— MJIC ¢ konblieBBIMH CHAEpOOJIacCTaMHU M MYJIbTHIIMHEHHON nucriazueit (MJIC-

KC-M]I).

4. MJIC ¢ W30JMpOBaHHOM JeEeIHel JITMHHOTO mieya 5-it xpomocombl (MJIC-50-)

5. MJIC ¢ u30bITKOM 0J1aCTOB

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

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

6. M/IC nexnaccupunupyemsiii (MIC-H).

Kpurepun BapuantoB MJIC nipeicrapiensl B Tadmmiie 1.

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

Bapuaunr Jucmmazus, | Huronenus?, Koinruesrie biacrabie Oco0en-
KOJIMYECTBO | KOJMYECTBO | CHUAEPOOSACTBI | KIIETKH B HOCTHU
POCTKOB POCTKOB (npu mytauuun | KM ulIK, | xapuortuna
SF3B1), % %
MJAC ¢ auneitnoi 1 1-2 <15 (<5) KM <5, JIro6oii,
AMCILIA3H el K <1, KpoMme 5q—
(MIC-J1]1) aNoYKK
Ayapa —
HET
MAC ¢ 2-3 1-3 <15 (<5) KM <5, JIro6oi,
MYJIbTHIHHENHOI [K <1, KpoMme 5q—
JaUcIIa3Zuen HAJIOYKH
(MAC-M1) Aynpa — HeT
MJC ¢ koabueBsiMu cuaepodaactamu (MAC-KC)
MJIC-KC n 1 1-2 >15 KM <35, JTo6oi,
JTUHEHHON (>5) K <1, KpoMme 5q—
JUCILTIa3uen MATOUKH
(MAC-KC-JIJ) Aynapa —
HET
MJC-KC n 2-3 1-3 >15 (>5) KM <5, JTro6oid,
MYJIbTHIMHEUHON K <1, KpoMme 5q—
JIUCIIIa3uen MATOUKH
(MAC-KC-MI)
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Ayapa —

HET
MAC ¢ 1-3 1-2 Her nnm KM <5, 50— +/-1
H30JIMPOBAHHOM 000 [IK <1, n00aBOYHAs
aejenuen MAIOYKHU aHOMaJIHsI
JJIMHHOTO 1J1eva 5 Aynspa — HeT 3a
XPOMOCOMBI UCKJTIOYCHH
(M/C-50-) -eM —7/70-
MJC ¢ n3obiTROM 01acToB (MIC-UB)
M/C-1b-1 1-3 1-3 Her nin KM <10 JroGoit
0001 (5-9),
[IK <5
(2-4),
MATOYKH
Ayspa —
HET
MAC-UB-2 1-3 13 Her nnm KM 10— Jlrob6oi
000 19, IIK 5—-
19,
MAJT0YKU
Ayapa -/+
MJC nexnaccudpuuupyemsiii (MIAC-H)
¢ 1% Gmacros B TIK 1-3 1-3 Her mim KM <5, JroGoit
060 K = 15,
MATOYKH
Aynspa —
HET
C JINHEWHON 1 3 Her unu KM <5, JTo6oit
JUCILIa3HeH 1 JIF00OI IIK <1,
MaHIUTONIEHUEH MATOYKU
Ayspa —
HET
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Ha OCHOBaHUU 0 1-3 <]5® KM <5, MJIC-
[MTOICHETUYECKHUX IK <1, aHoMaJIuu"
H3MEHEHHI HAJIOYKH
Aynspa —
HET

KM — xocthsiii Mo3r; I1K — nepudepuyeckas kpoBb. Jucruia3us cuuraercs 3Ha4UMOM, KOraa
NPU3HAKY AUCIUIa3HH BhISBICHBI B >10% KIETOK 3pUTPOUHOTO, TPaHyJIOLUTAPHOTO,
METaKapHOI[UTAPHOTO POCTKOB.

% Yposenb remorno6una <100 r/11, konuuecTso HelTpoduios <1,8%10%n, TpomGonuToB
<100x10%n, monomuros <1,0x10%1.

® Eciiu 6nactsl B 11K onpenenensl B 2 1 6ojee aHAIN3ax.

* Ecin KC >15%, To aTto MJIC ¢ KC u nuHEelHON AuCILIa3uei.

" AHOManMu KapuoTHIla, Haubosee yacto Berpevaromuecs npu MJC: —5/5q-, —7/79-,
uzoxpomocoma 17q/t(17p), —13/13q-, 11q9-, 12p—/t(12p), 99-, idic(X)(ql3), t(11;16), t(3;21), t(1;3),
t(2;11), inv(3)/t(3;3), t(6;9). Anomanuu kapuotuma +8, 200-, —Y 6e3 MOp(OIOrHIeCKUX

KpUTEPUEB HE SABJISAIOTCS MoBOAoM Bepuduimposats MJIC.

[Ipu rucromornyeckoM HccieloBaHUM TpenaHoOuontaroB y nauueHtoB ¢ MJIC wame
BCEr0 BBIABIIIOT HOpMO- WM runepkiaetounsldi KM, u Tompko B 10-15% ciydaes
oOHapy’KHUBaeTcs TUIOIIa3usl KpoBETBOPHOI TkaHu U B 10—-15% — ¢pubpo3 ctpomsl 2-3 crenenu,
yT0 1no3BoJsieT BelaensaTh MJIC ¢ runomnnasuei kposerBopenus uinu MJIC ¢ ¢pubpo3om cTpoMBl.
Hannbie ocobennoctu TedeHuss MJIC menecooOpa3sHo oTpakaTh B KIMHHUYECKOM JHArHO3€,
Hanpumep: MJIC ¢ u30bITkOM 65acToB-1, nporekarouuii ¢ GpuOpPo30M CTPOMBI 2 CTENEHU; WIN
MJIC ¢ MynbTUIMHENHON AMCILIA3UEN, IPOTEKAOIINM € THIIOIUIa3UE KPOBETBOPEHUSI.

JlaHHO€ yTOYHEHME TMO3BOJSET MNPEANOI0KUTh OCOOCHHOCTH TeueHus 3a00JieBaHus,
OTIpeAeNUTh TAKTUKY Tepanuu U ee 3Q(PEeKTUBHOCTD, a TAK)KE BEPOSTHOCTh TpaHcGopmaruu B OJI.

MuenoaucniacTU4eCKMe  CHUHAPOMBI,  Pa3BUBLIMECS  IOCIE  MPEAIIECTBYIOIIErO
LIUTOCTaTUYECKOIO HWJIM JIy4€BOI'O BO3JEHCTBUS, paHEE HA3bIBaBUIMECS «BTOPUYHBIMUY», B
knaccupukauun BO3 2017 r. oTHeceHbl B TPYMNIy MHUEIOUAHBIX HEOIUIa3Hil, CBSI3aHHBIX C
MPEALIECTBYIOIIEH Tepanuen.

C yuerom HoBo# HoMeHKIaTypsl MJIC B Tabmmuiie 2 nmpeacTaBIeHO COOTBETCTBHE

BapuanToB MJIC no knaccudukannu BO3 2008 r. u BO3 2017 1.

Ta6auua 2. CoorBerctBue BapuanToB MJIC no knaccudukannu BO3 2008 r. Bapuantam MJIC

no knaccupukamuun BO3 2017 r. [7,8]
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BO3 2008 r. BO3 2017 r.

PedpaxrepHas nuToneHus ¢ TMHEHHOM MJIC c nuHeitHOl aucnia3zuen

mucmnasueii: PA, PT, PH

Pedpaxrepnas anemus ¢ KC MJIC ¢ KC u nuneitHON aucmiazuen
Pedpaxrepnas nuronenus ¢ M/JC ¢ MyabTUIIMHEHON AUCIIIa3uei
MYJIBTUIMHEWHON IUCIIIa3uen MJIC ¢ KC u My IbTUIMHEHHOIM AUcIIIa3ueit

M/IC ¢ uzonupoBaHHOM fenenuen 5q

MJIC nexnaccupuupyembiii

Pedpakrepnas anemusi ¢ U30BITKOM MJIC c u36bITKOM 61aCTOB-1
6nacToB-1

Pedpaxrepnas anemusi ¢ n30bITKOM MJC ¢ u36bITKOM 011aCTOB-2
OmactoB-2

M/IC ¢ uzonupoBaHHOM fenernuei 5q MJC ¢ u3onupoBaHHOU aenenueit 5q

MJIC nexnaccuduuupyemsiii

MJIC neknaccupumpyemslit MJIC neknaccupumpyembii

1.6. Knuunyeckasi KapTHHA 32001€BAHNMS MJIM COCTOSHNA (IPynnbl 32001€eBAHNI HJIN

COCTOSIHMIA)

OcHoBuble knuHHYeckue mposiieHus MJC wHecreuuduunsl W Hauboyiee dYacTo

00yCJIOBJICHBI KaK KOJIMYECTBEHHBIMU, TaK U KA4YeCTBEHHBIMH W3MEHEHHUSIMU CHCTEMBI
KPOBETBOPEHUS: IUTOMEHUYECKUH CHHIAPOM (AaHEMHYECKHH CHHAPOM, TeMOpparudecKuit
CUHApPOM, JIeHKOmNeHHs), HH(EKIMOHHbIE OCJIOXHEHUS, B-CUMOTOMBI, CIIJICHOMETanus,
ayTOUMMYHHBIE TTPOSIBIICHHUSI.

AyToMMMYHHbIe mposiBjeHusi ~ B 10% cioysaee MJIC wmanudectupyer c
ayTOUMMYHHOI'O  TIpollecca:  CHUCTEMHBIH  BacKyJUT,  HEKPOTUYECKHM  MaHHUKYIIUT,
CEepOHETaTUBHBIN apTpuT, peBMaTnueckas MOJIMMHAIITHUS, KyMm0c-nonoxutensHas

reMOJINTHYECKAs aHEMUS, TIEPUKAPINT, TieBpuT [1-5].
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2. JlnarnocTuka 3a00/1eBaHUS] WM COCTOSHUSA (TPYNIIbI 3200/ 1€BAHNH
WJIN COCTOSIHM), METUIIMHCKNE MOKA3AHUSA U IPOTUBONOKA3AHUSA 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

yposHs docmoeeprocmu doxkazamenvcms (V) u ypoeus ybeoumenbHOCMU peKOMeHOayull

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

9MO, OHU SAGIAIOMCS HEOOXOOUMBIMU DTIeMEHMAMU 00CNIe008aHUL NAYUEHMA OISl YCMAHOBIEHUS

ouaznosa u 6bl60pa mMAaKkmuKu j1e4eHus, mak KaxK bonee Sd)gbeKmMGHble 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 mecayes, 8 HaCMHOCMU.:
yposenv cemoznobuna <110 2/1, konuvecmso neiimpogunos <1,8x10%1, mpomboyumos —
<100%10%x.

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

2. Pewatowue kpumepuu

® Jlucnnazua >10% om 6cex Kiemok 3pUumpoudHo20 U/uiu epamyioyumaproco, u/uiu

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

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

® 5-19% oaracmuvix knemok ¢ KM unu 2—19% 6aracmuvix knemok 6 nepughepuueckou

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, o0YCl08NIeHHAs MAKPOYUMAPHOU anemuell U mpanHcy3uoHHOU

3A8UCUMOCMBIO, MO NOOMBEPHCOCHUEM OUACHO3A MOZYM DbIMD.

18



o  Amunuynoii ummyrnogpenomun kremox KM co mmnoocecmeennvimu  MJ[C-
aAccoyuUUpOBaHHbIMU  aDeppayUAMU, BbIAGIEHHbIN NPU UMMYHODEHOMUNUPOSAHUU U

nOOMeEepHCOAoUULL MOHOKIOHALHYIO NONYAAYUIO IPUMPOUOHBIX U MUETIOUOHBIX KIEMOK.

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

UMMYHOSUCIOXUMUYECKOM ucciedosanuu, noomeepicoarowue MJIC [9].

Juaenoz MJ[C noomeepacoarom u npu MeHee 3HAYUMOU YuUmMoneHuu (Hanpumep,
eemozenobun 115 2/n, konuuecmeo mpomboyumos >100%10%71), ecnu npu yumozenemuueckom
uccneoosanuu KM eviasnensvi 0ocmosepHnuvle usmenenus kapuomuna, xapaxmeptule oas MJ[C.

Ipusnaxu muenooucniasuu mozym eviagiamocsa 6 KM uiu nepughepuyeckoii kposu He
monvko npu MJ]C, Ho u npu Opyeux 3a001€8aHUAX HEKIOHATbHO20 XapaKkmepa.

1. Juzspumponoss mosicem HadI00amvCs npu.:

Bio/ponamoeghuyummnuix anemusx;

®  8POJICOEHHOU OUZIPUMPONOIMUYECKOL AHEMUU,

®  QYMOUMMYHHBIX 2EMOTUMUYECKUX AHEMUSX,

®  napoxcusmManbHou HouHou 2emoenoounypuu (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 OPYUMU MANCENbIMU MEMALIAMU,

®  KaK nposeieHue napaneoniacmudecKol peakyuu, 8 mom 4ucie npu 081e4eHul
KM npu numegpomax/netikosax;

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

o Oeguyume meou u/unu uzbpimounom nocmynienuu yurnka ¢ nuwen [10,11].

2. [lucepanynonoss moxcem HAOIOO0AMbCA:

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

o npu supycuwvix ungexyusx (BUY, 35B);

®  KaK npossienue NapaHeoniacmuieckol peaKyuu,

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

3. Hucmezaxapuoyumonoss mosicem HaOI00amMbCs:
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o npu BUY-ungpexyuu;

®  PeaKmu8HOM/NAPAHEONIACIUYLECKOM MUeroghuopose;

® nocie mpauncnianmayuu Kocmuoeo mozea (TKM) u nposedennoti xumuomepanuu.
Ouenwv sadicHo npu nposedenuu ouggepenyuanrvron ouacnocmuxu MJ[C yyumvieamo
aHamumecmuyeckue OAHHble 00 UMEOWUXCS XPOHUYECKUX 3a00/1e6aHUsiX, KOMopbvle
MO2Ym NPOMeKamsv ¢ YUMONEHUUeCKUM CUHOPOMOM, NPeOulecCmayiouux XUmMuo- uiu
JIyue6oll mepanuu, UMMYHOMEPAanuy, 1e4eHuu npenapamamu paouoaKkmusHozo 1ood,
npogheccuonanbHbIX 8PeOHOCHIAX, CEA3AHHBIX C 6030€lCMBUEeM BPEOHbIX Geujecms
(ocobenrno benzona), ynompebieHuu aiKo2os, KypeHuu, CKIOHHOCMU K CHOHMAHHbIM
KpPOBOMeEUeHUSAM U UHGeKyuam. Y Moni00bix nayueHmos HeoOXoOUMO 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 nojcunvlx nayueHmos
HeoOX00UMO UCKTIOUUMb 6MOPUYHBILL XAPAKMep U3MEHEeHUll, 6 Nepeylo ouepeddb
ACCOYUUPOBAHMBILL €  CONUOHBIMU onyxoaamu. Ilpu omcymcmeuu yeenuueHus
KOIu4ecmea ONACMHbIX KAeMOK U/UU XapakmepHvlX AHOMAIUL Kapuomuna OUuacHo3
MJ[C signsiemcsi Ouacno30m UCKIIOUeHUs, MPeOYIOWUM MYAmMenIbHO20 U RPUCMATbHO2O

00C1e008aAHUA U OUHAMUYECKO20 UCCIeO08AHUAL KOCIMHO20 MO32d.

2.1. /Kajao0bl 1 aHaMHe3

VY Bcex manueHTOB mnpu mogo3peHnn Ha MJIC ¢ 1ebl0 YTOYHCHHS JUAarHo3a W BbISBICHHUS
KJIMHUYECKH 3HAYUMBIX CONYTCTBYIONIMX 3a00JieBaHWN mpu cOope xkamod W aHaMHe3a
peKOMeHIyeTcsl O0paIiaTh BHUIMAaHUE Ha BPEMs TTOSBJICHUS TIEPBBIX K00, IMHAMHUKY Pa3BUTHUS
3a00JIeBaHKsI, HAJTMYKE COMYTCTBYIOMICH MATOIOTHH, TPOPECCHOHATBHBIC BPEIHOCTH U YCIOBHUS
JKH3HH TMalMeHTa, paHee MPOBOAMMYIO TEPAlHio MO MOBOLY APYTruUxX 3aboseBaHuil (0COOCHHO
OHKOI'eMaTOJIOTHYECKHX, ayTOMMMYHHBIX U 1p.) [1-5].

YpoBenb  yoOenurTeabHOCTH  pekomeHaanmii C  (ypoBeHb  IOCTOBEPHOCTH

0KA3aTeJbCTB — 5)

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

n08000M 0I5l 0OpAUEeHUS ABIAIOMCA AHeMUYecKUe Hcanodwl (c1abocms, YMoMIAAeMOCb,

CHUDICEHUE MONIePaAHMHOCIU K (QU3UYECKUM HA2SPY3KAM), pedce — 2emMoppazuieckuil

CUHOPOM U UHGDEKYUOHHBIE OCLONCHEHUSL, NPOOOJIHCUMENLHOCMb aHamHe3a om 1 mecsaya

00 HeCKONIbKUX Jlem.

2.2. PuzukajabHOE 00CIe10BAHUE

20



BceMm manmentam ¢ nogo3penrem Ha MJIC wim noareepxkaeaHsiMm MJIC pexkomenayercs
MPOBOJUTH (PU3HMKAITbHOE 00CIIeIOBaHHE ISl BEpUDUKAIIMH JHArHO3a U TUHAMUYCCKOTO
HaOmonenus [1-4].

YpoBeHb  yOeauteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: npu @uszuxarohom ocmompe He0OXO00UMO OYEHUBAMb: COCMOSHUE
KOJICHBIX NOKPOBOB, CIUUCBIX; HATUYUE UTU OMCYMCMEUE NPUSHAKO8 2eMOPPAULECKO20
U OMeYHO20 CUHOPOMA, CHeYUuDUUEcKo20 NOPANCEeHUs KOJHCU, 2eNamoCHIeHOMe2dUlU,
aumpoadenonamuu,; npusrnaxos ouchyuxkyuu I[HC, cepoeuno-cocyoucmoti, necouHoll,
MOUeBbl0eUMENbHOU, SHOOKPUHHOU U KOCIHO-CYCMABGHOU CUCTIEM, OP2AHO8 JHCEYOOUHO-
KuweyHo2o mpaxkma. J{is paciema niowaou no8epxHocmu meia Heooxo0umo usmepenue
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 2eMamoN02UecKux nokasamenel Huxce nopo2oeuix sHaveHuu: Hb
<110 o/n wumu abcomomnozo uucna netimpogunos (A4H) <1,8x10%, uw/unu
mpomboyumos <100x10%n. Bce Ouacnocmuueckue npoyedypbl HANPasienvi Ha
UCKTIIOUEHUEe — PeaKmUuGHbIX — YUMONEHUN Ul  Opyeux  KIOHAIbHBIX — 3a0071e8aHull
KPOBEMEOPHOU CUCTEMbI.

Cnexkmp 1ab0pamopHvix UCCcie008aHUll, KOMOpPwvlll NOMONCEM 6 Gepudurayuu OuacHo3d
M]J]C, npeocmasnen Hudice.

Ilocne noanoco  mepaneemuyeckoeo  006CIe006aHUL  NAYUEHMA,  UCKTIOUUBUUEO
«BMOPUYHBINY XApAKmep YUMONeHUlU, HeoOX00UMO HpoBedeHUue 2eMAamoio2UdecKoo
06cne0osanus, KOmopoe 8Kadaem 6 ces:

NYHKYUIO KOCMHO20 M0o32a ¢ ucciedosanuem acnupama KM:

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

— YUMOXUMUYECKOe UCCIe008aHUE KIEeMOK IPUMPOUOHO20 PAOA HA HAIUYUE KOIbYEBblX
@opm cudepobracmos;

— yumozeHemuueckoe ucciedosanue 0Jis onpeoeseHus Kapuomund,

— uMMyHogenomunuyeckoe uccieooeanue KM 0na eviagnenus yumomempuyecKux
NPU3HAKO8 OUCMUETIONNI3A;

— MOJIEKYIAPHOe UCCe008aHUe 0TI 8blsA8IeHUsL 0CODeHHOCmell 3a0071e6aHUsL,
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mpenanodouoncuto KM ¢ nocnedyiowum 2ucmonocuyeckum u npu HeooOXo0oumocmu
UMMYHO2UCOXUMUYeCKUM ucciedosanuem KM.

Ilepsuunoe noomeepoicoenue MIC yerecoobpazno nposooums 6 cneyuarusupo8anHuix
2emMamonocuieckux yenmpax (omoenenusix). /s aoekeamuou sepugurayuu ouacHo3a u
OYeHKU OUHAMUKU meyeHus: bone3nu mpebyomcs nosmopHule ucciedosanus KM uepes
HEeCKOJIbKO Hedellb, Mecayes Uil 0axjice Jem.

Juacnoz MJC sensiemcs npagomounvim, eciu nocie 4 mecyeg HaOM00eHuss He ObLIO
OUACHOCMUPOBAHO  060e  Opyeoe  2eMAmoNocudecKoe UlU  He2eMamoniocuieckKoe
3a6o0/esanue, KOMopoe Mo2i0 Obl 00BACHUMb HATUYUE YUNONEHUU.

s eepuchuxayuu ouacnosa, onpeoenenus sapuanma 3a001e6aHust U 6b100PA MAKMUKU
mepanuy  HeoOXo00UMO Npoecmu HNOTHOE MEPAnesmuiecKkoe U 2emMamonoSuiecKoe

obcnedosanue [1-5].

Bcem manmenTam npu nono3pennn Ha MJIC, a Taxke nocie BepruduKaiuy 3a00JIeBaHUs B
TEYECHUE BCEro MEeproJia HAOIOICHNS U JICUYCHUST PEKOMEHIYeTCsl BHIIOJIHEHHE OOIIero
(KTHHUYECKOTr0) aHaIu3a KPOBH PAa3BEPHYTOTO C MOJICYCTOM JICHKOIUTAPHOH (HopMyIIbI, C
MOJICYETOM KOJHMYECTBA TPOMOOIIMTOB M PETHKYJOIHMTOB HA aBTOMATHYCCKOM
aHAJIN3aTOPE C MEIBI0 ONPESIICHNS MPUHAIICKHOCTH K rpynne pucka (cM. paszen 7.1
JIAHHBIX PEKOMEH/IAINiT) ¥ BEIOOpA TAKTUKH JieueHus [12].

YpoBenb  y0enuTelbHOCTH  peKOMeHAauMii A (YpoBeHb  JOCTOBEPHOCTH

JI0KA3aTeJIbCTB — 2)

KommenTapumn: sviasnennvle usmenenus (cemoenooun <110 2/n u/unu abconromuoe yucio
netimpogunos <1,8x10%n w/unu mpomboyumos — <100x10%1 npu nanuuuu npusnaxos
oucmuenonossa u opyeux kpumepues MJ[C) nozeonam eepugpuyuposams ouacrnoz MJ]C,
onpeoenums NPUHAOIEHCHOCHb K 2PYINE PUCKA U NOMO2YIM 8 8blOOpe MAKMUKU MEPaAnuu.
Yacmoma uccnedosanus saeucum om eapuanma MJ]C, KiuHuueckux nposeieHuil u
NPOBOOUMOLL Mepanuu U Modxicem KoIebamovcs Om eNceOHe8HO20 UCCIe008aHUS 00
edicexeapmanvroeo. Ilpu uacmom onpedenenuu, 0COOEHHO 8 NepUOO NPOBEOeHUs Mepanuu,
B03MOJICHO ~ BbINOJIHEHUE  KIUHUYECKO20 — aHAIU3A  KPOBU HA  ABMOMAMUYECKOM
aunanusamope, 6e3 noocuema aeuKOYUMapHot GoOpMyvl 8 PYyUHOM pedtcume.

Ilpu mpomboyumonenuu yenecoobpasen nepecuem no memoody PoHuo, 0cobeHHo Ha
Momenm eepuguxayuu ouacrnoza MJ[C, max Kak npu HAIUYUU ULAHMCKUX Hopm
MPOMOOYUMOB 803MONCHO 3AHUNCEHHOE KOIUUECHEO MPOoMOOYUmMos npu noocueme Ha

asmomamudeCKom anaiusamope.
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Bcem manmenTam npu nonozpennn Ha MJIC, a Takke mociie BepuduKauy 3a00JIeBaHus B
TeYeHHe Bcero mnepuonaa HaOmoaeHus u nedeHus MJIC pexomeHayeTrcsi BBHIIIOJHEHUE
o01ero (KIMHUYECKOT0) aHAIN3a MOYH JJIsl AMAarHOCTHKHU COIYTCTBYIOIIEH MMaTOJIOTHH, a
TaKKE JUIS OLICHKH Pa3BUTHUS HEPPOTOKCHYHOCTH Ha (POHE MpoBOAMMOI Tepanuu [1,2].
YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapum: uacmoma uccreoosanus 3asucum om eapuarnma MJC, xkiuHuyeckux
nposGIeHUull U NPOBOOUMOU MEPanuu, U Modicem Koiedamvcs Om elceOHe8HO20
UCCe008aHUsL 00 eIHCe200HO20.

Bcem nanmentam npu nopozpenun Ha MJIC, nocine Bepudukaiiiy 3a00j1eBaHus B TEUCHUE
BCEro Meprojia HaOIIOCHUS U JICUCHUSI PeKOMEH/yeTcsl BBIOJIHEHNE OMOXUMUYECKOTO
oOlIeTepaneBTUUYEKOr0 aHajdnu3a KpOBU C ONpeAeNiecHuEeM YpOBHS oOmiero Oenka,
aTbOYMUHOB U TJIOOYJIMHOB, MOYEBHHBI, KPEaTHHHHA, OMIMpyOuHa OOIIEro, MpsiMOro U
HENpsSMOTo;  aJaHWHAMHHOTpaHC(epasbl, acmapTaTaMHHOTpaHC(epasbl, MIETOYHON
docdarassl, TaKTaTAETHIPOreHA3bl, YPOBHS X0JIECTEPUHA, TPUTITHILIEPUAOB, TITIOKO3BI AJIs
BBISIBJICHHUS COITYTCTBYIOIIEH MATOJIOT U U onpeaencHus takTuku tepanuu MJIC [1,2,4,5].
YpoBenb  yOenurTeabHOcTH  pekomeHaaumii C  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJILCTB — 5)

KommenTapuu: sepuguxayus omxioHeHUuti om HOPMAIbHLIX 3HAYEHUL NOMONCEm
onpeoenums 06veM ONYXo1e8ol MACCyl, HAIUYUe NPUSHAKOB 2eMONU3A U CONYMCMEYoulel
namono2ul, a MmaxdxiHce OYeHumv pazeumue NoOOUHLIX AGNEHUL HA (QOHe NPo8oOOUMOU
mepanuu. Yacmoma uccneoosanus 3asucum om eapuanma MJC, Kkiunuueckux
NposGIeHUll U HNPOBOOUMOU Mepanuu U Modicem Koiedamocs om enceOHe8HO20
UCCe008aHUS 00 eAHCEKBAPMATLHOZO.

Bcem nanmenTtam npu nopo3penuun Ha MJIC, a taxke nociie Bepupukanny 3a0051eBaHus,
BO BpeMs BCEro IMepuoja HaONIOJIEHHs M JICUCHHs PeKOMeHAyeTcsl HCCIel0BaHHe
CBIBOPOTOUHBIX MOKa3aTesneil MeTabonn3ma xeiesa (3kene30, 00111as KeIe30CBA3bIBAoIIas
CIIOCOOHOCTh  CBIBOPOTKH, (eppuTHH, TpaHcheppuH, HachllleHHe TpaHcheppuHa
KEJe30M), C IEPHOANYHOCTHIO |1 pa3 B 3—6 Mecs1eB A7 OLICHKU HaJTM4Usl UJIH OTCYTCTBUS
neduuuTa XKenesa, a TaKKe OMpeJeNeHHs] UCXOTHOTO YPOBHS (DeppUTHHA CHIBOPOTKHU
KpOBH M €ro M3MeHeHHus Ha (oHe TepamnuH, CBOEBPEMEHHOIO Ha3HAuU€HUS XeIaTOpPHON
Teparnuu 1 oneHku ee 3¢ dexruBuoctu [1,2,4,5].

KommenTapum: npu nosviwenuu gheppumuna col@OpoOmKU yenecooopasHo onpeoensims
konyenmpayuto C-peaxmusnozo oeirka (CPb) o0ns uckmouenus 60CnanumenbHo20o

xapaxkmepa uzmeHeHul.
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YpoBenb  yOenuTenbHOCTH  pekoMeHaanumii C  (ypoBeHb  10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Bceem nanuentam npu nonospenun Ha MJIC, nocne BepupuKanuy 1uarfosa B TEUCHUE
BCETO0 Meproa HaOIIOACHUS U JICUCHUS] PeKOMEH/1yeTcsl OTpe/ieJIieHHe YPOBHS BUTAMHUHA
B12 (unanokobanamuH) 1 (HOTMEBOI KMCIOTHI B CBIBOPOTKE KPOBH JIJISl OIEHKH AehUIINTA
BUTAaMUHOB TpyIibl B 1M HazHaueHHs COOTBETCTBYIOUIEH Tepamuu Mpu uUX aeduiute
[1,2,4,5].

YpoBenb  yOenurTeabHOCTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrtapuu: npu nposedenuu mepanuu M/C yenecoobpasno onpedensime 3Ha4eHus
sumamuna B12 u ghonuesou kucromel 6 coleopomke Kposu om 1 0o 4 paz 6 2o0.

Bcem manmentam npu Bepudukamuu nuarnoza MJIC w3 rpymmbl HU3KOTO pucKa (CM.
pasnmen 7.1 NaHHBIX PEKOMCHIANMI) pPeKOMeHIyeTcsl, 10 Hadayia TpaHc(y3HOHHOM
TEparuy  JSPUTPOLUTCOACPKANIMMUA  KOMIIOHEHTaMH,  HMCCIEJOBAHUE  yPOBHS
SPUTPOTIOAITHHA KPOBH I OMNpEeNICHUs] TAKTUKU TepaIlii, B YaCTHOCTH, BO3MOXKHOCTHU
Ha3HA4YeHUs SpUTponodctumynupyoomux mnpenapatos (IIICII) s nanueHTOoB C
anemusimu [13].

YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb [10CTOBEPHOCTH
10KA3aTeJILCTB — 2)

Bcewm nanmentam anis Bepudukanun quarnoza MJIC u Ha BceM NPOTSHKEHUH HAOTIOACHUS
MIPH TOSBICHUU KIMHUKO-TA00PAaTOPHON KapTHHBI Pa3BUTHUS TE€MOJIUTHUECKON aHEMHH
peKkoMeHAyeTcsl BBIMONHEHHE TMpsMoil mpobsl KymbGca u wuccnemoBaHue ypoOBHA
ranToriaoouHa kposu [14].

YpoBenb  y0enuTeJbHOCTH  pekoMeHagaumii B  (ypoBeHb  [10CTOBEpHOCTH
10KA3aTeJILCTB — 3)

KommenTapuu: npu noseieHuu  KIUHUKO-TAOOPAMOPHOU — KAPMUHBL  PA3GUMIUSL
2eMONUMUYECKOU —~ AHeMUU  HeoOX0OUMO  UCKIIOYUMb — AYMOUMMYHHbIN — Xapakmep
U3MEHEeHULI.

[TaruenTam ¢ komudecTBOM OyacTHBIX KiIeTok B KM menee 5%, a Takke mpHu HaTU4UU
KITMHUKO-JTA00PaTOPHBIX TPU3HAKOB BHYTPHCOCYIMCTOTO TEMOJHM3a NPU BEpPHUPHUKAINA
mumarnoza MJIC, a Takke NOpU WX TOSBICHWU B MEPHOJ HAONIIONEHUS W JICUCHUs
PeKOMeHAyeTCsl HCCIeIOBAaHUE KPOBU METOJOM IMPOTOYHON HUTOGIYOPUMETPUH IS
BBISIBIICHHUS KJIOHA KJICTOK MAapOKCH3MalIbHOW HOYHOM remornoounypuu (ITHT) [15].
YpoBens  yOenurTeabHocTH — pekoMmeHaauumii C  (YpoBeHb  J0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 4)
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Kommenrtapuu: nanuuue ITHI -xknona y nayuenmoe ¢ MJIC onpeodensemcsn 6 18—25%
cnyyaes, U pasmep KIOHA MONCEM 6apbUpO8amv OmM MUHOPHO2O 00 KIUHUYECKU
3Hayumozo. Ilpu obnapyscenuu mpombomuueckux ocnodxcHenutl nayuenmam ¢ IIHI -
KJIOHOM MOJcem nompedo8amuvcs COOmMEemcmayouwds mepanus.

Bcem mamuentam npu  Bepudukanmum  MJIC  pexoMeHayeTcsi  McCIeAOBaHHUE
koarysorpammbl (AUYTB, nporpoMOuH, pudpuHOTeH, arperaius TPOMOOIIMTOB) BO BpeMs
MpOBEJCHUST CrenuUYIecKol Tepanuu, Tepe]] WHBA3MBHBIMH BMEMIATEIIbCTBAMU
(crepHaNbHON NyHKIKEH, TpenaHOOWONCHEH, YCTAaHOBKOH LEHTPAJIbHOTO BEHO3HOTO
Karerepa, OlNepaTUBHBIMHU BMELIATENLCTBAMU), ISl OLEHKU COCTOSIHHSI CBEpThIBAIOIIEH
CHCTEMbI KPOBH, a TAKXKe OEIOK-CHHTETUYeCKOM (yHKimu neuenu [1,2,4,5].

YpoBenb  yOenurTeabHocTH  pekoMmeHaauumii C  (YypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuu: npu e6wiasieHuu usmeHeHuli 8 ceepmuléaioujeli cucmeme Kposu
NPOBOOUMCSL UX KOPPEKYUSL.

BceMm nanmentam ¢ nonospenueMm Ha MJIC, a Takxke nmoarBepkaeHHbIM quarnozom MJIC
IpU  Pa3BUTUU TSOKENBIX HMHQPEKIMOHHBIX OCIOXHEHHH BO BpeMsl IPOBEICHUs
cienn(pUIecKoil Tepanuu peKoOMeHAYyeTcsl UMMYHOXMMHUYECKOE HCCIIEIOBaHHE OEIKOB
CHIBOPOTKH C ONpEACICHHEM YypPOBHSI HMMMYHOTJOOYIMHOB KiaccoB G, A, M,
napanpoTeHHOB, KPHOTI00yInHOB, C-peakTuBHOrO Oenka [16—18].

Yposenb  yOenurTenbHocTH  pekoMeHgamuii C  (ypoBeHb  [IO0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu:  swifggrennvie  uzmeHenus  no360asAm — ONpeoeiumv — MAaKmuky
CONPOBOOUMENILHOU Mepanuy Ha PA3HbIX IMANAx nposedeHus cneyuguieckol mepanuu
MJ]C.

Bcem mammentam ¢ momo3pennem Ha MJIC, a Takxke mpu TOSBIEHWHU CUMIITOMOB,
XapakTepHBIX NI  ayTOMMMYHHBIX  3a00JIeBaHUN  COEAMHHUTEIBHOW  TKaHH,
PEKOMEHIAYeTCsl WCCIEOBAaHHE MAapKepOB BOCHAICHUS COCNMHUTEIHHOH TKAaHU
(aatuctpentonuzua—O (ACJI-O), peBmarouansiil dhaktop, antu-JAHK) mis quarnoctukm
ayTOMMMYHHBIX 3a0oseBaHwmii [19].

YpoBenb  yOenurtenbHocTH  pekoMeHgamumii C  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrtapuu: aymoummynnvlie 3abo0nesanus CcOeOUHUMENbHOU MKAHU HEPEOKO
npomexkalom ¢ YUMONEHUYEeCKUM  CUHOPOMOM,  umo  mpedyem  Npo8eoeHus:

oughghepenyuanvuoii ouaecnocmuxu MJC, 6 mo oce epemsa npu MJIC ¢ 10% cryuaes
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BbIABNIAIOMCA CUMNIMOMbL U MAPKepbl AYMOUMMYHHBIX 3a001€6aHUL COEOUHUMENbHOU
MKAaHU.

Bcem nanuentam ¢ nogospenneM Ha M/IC u Bo Bpems anbHeEIIero jeueHus He MeHee 1
pasa B roJl peKOMeHAYHTcsl onpeeneHue antuten kiaccoB M, G (IgM, 1gG) k Bupycy
ummyHnoaeduimra yenopeka BUY-1/2 (Human immunodeficiency virus HIV 1/2) B kposu;
MOJIEKYJIIPHO-OMOJIOrMUECKOe HUCClleJoBaHuEe KpoBU Ha BUpyc remartuta B (Hepatitis B
virus) u Ha Bupyc rematuta C (Hepatitis C virus); ompeneneHue aHTUTEN K OJI€THOMN
tpenoneMme (Treponema pallidum) B KpoBH; 1711 MCKITFOUEHUS HATUYHS COMYTCTBYIOIIEH
naronoruu [1,2,4,5].

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

KoMMeHTapuu: 0115 uckirouenus yumonenuu, cesa3anHol ¢ unpuyuposanuem BUY, npu
BbIAGNIEHUU — NOJONCUMENbHBIX — MAPKepo8  —  HAYAl0  NPOMUBOBUPYCHOU U
anmubaxkmepuanvrou mepanuu. IIpu noodo3penuu na Hanuvue 0CMpo20 Ul XPOHU4ECKO20
BUPYCHO20 2enamuma npo8ooumcsl onpeoeienue peniukayuu supycoe cenamuma B u C 6
cvlgopomke  Kposu. Illpu  6vlasneHuu  NONOHCUMENbHBIX  MAPKEPO8 —  HAYAL0
NPOMUBOBUPYCHOU Mepanuu.

[TaneHTam C JUIMTENBHOM LIUTONEHUEH NMpH HAIMYUU 3MU300B CyOheOpuabHON Win
¢bebpuiibHON MuXOopaaku Ul Bepudukanuu auaroza MJIC, a takxke npu npoBeIeHUH
tepamun  MJIC ¢ 1enbpl0  HUCKJIIOYEHUS HAIW4Ms COINYTCTBYIOIIEH MAaTOJOrMU
PEKOMEHAYIOTCH MOJIEKYIISIPHO-OMOJIOTHYECKOE NCCIIE0BaHNE KPOBU Ha BUPYC MPOCTOTO
reprieca (Herpes simplex virus); ompeneneHue aHTUTEI K BHUPYCY IMPOCTOrO repreca
(Herpes simplex virus) B KpoBU; MOJEKYJISIPHO-OMOIOTHYECKOE UCCIIEOBAHUE KPOBH Ha
nuToMmeranoBupyc (Cytomegalovirus); onpenenenue anturen kiaccoB M, G (IgM, 1gG) x
Bupycy Dmmreitna—bapp (Epstein—Barr virus) B kpoB#u [1].

YpoBenb  yOenurTeabHocTH  pekomenaaumii C  (YypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KommeHnTapuu: npu evisgnenuu nonoiCumenbHulX Mapkepos U HAIUYuu XapaxkmepHou
KAUHUYECKOU KapMUHbl — HA4aa0 NPOmueo8UpyCHOU mepani.

Bcem manmentam ¢ HB<100 r/m u kxpacHbIM pocTkoM MeHee 10% pexomeHayercs
MOJIEKYJISIPHO-OMOJIOTHUECKOE MCCIIeIOBaHNEe Mepu(epruueckoil KpOBH W/WIIHM ITyHKTaTa
KOCTHOTO Mo3ra Ha mapoBupyc B19 (Parvovirus B19) s onpegencHust HaTudus
uHpHUIMpoBaHus napsosupycom B19 [20].

YpoBenb  yOenurtenbHocTH  pexkoMeHgaumii C  (ypoBeHb  JI0CTOBEPHOCTH

J0Ka3aTeJabCcTB — 4
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KommeHnTapuu: npu evisgnenuu nonoxcumenshvlx Mapkepo8 — Ha4aio cneyuguieckou
mepanuu.

[TanenTam ¢ M30JIMPOBAHHOW aHEMHEH, 0OCOOEHHO B MOJIOJIOM BO3pacTe, MPH HATUYUU
NPU3HAKOB  remoims3a s Bepudukammu auaroza MJC  pexomenayertcs
KOJMYECTBEHHAs! OIICHKAa COOTHOIIEHUS THUIIOB TeMOIJIOOMHA Ui HUCKIIOYCHHUS
BPOXKICHHON TeMOJUTHYECCKOM anemuu [21].

YpoBenb  yOenutenbHocTH  pekomenganmii C  (YypoBeHb  JOCTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommeHnTapuu: guvinonnenue 0anHo2o uoa ucciedo8aHus 603MONCHO MOIbKO 8 HAYUHbIX
yenmpax u /unu 8 pamKax Hay4Hslx Uccie008aHull.

[lanuenTam, y KOTOpPBIX MpPU LUTOXUMHUYECKOM HCCIEIOBAHUU SPUTPOKAPUOLIUTOB
onpenenstorcs KC OGomee wem B 15%, i uckimodeHus AehUIMTa WM HU30BITKA
MHUKPORJIEMEHTOB €  IEJbI0  JU(EpPEHIMATBHON JAHAarHOCTHKH  PeKOMeHAYyeTcsl
UCCJIeIOBaHNE YPOBHEH ME U IIMHKA B CBIBOPOTKE KpoBH [22,23].

Yposenb  yOenurteqnbHOcTH  pexkoMeHgamumii C  (ypoBeHb  JIO0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

KommenTapuu: npu svisignenuu usmenenuti — npogedeHue ux KOppeKyuu.

Bcem mnanueHTaM ¢ OUTONEHUYECKHMM CHHIPOMOM, a TakXke IMpU JUIMTEIbHOM
Ha0JII0/IEHNH, PeKOMEHAyeTcsl UCCIIeI0BaHuEe YPOBHEW MOPMOHOB IIUTOBUAHOM KEJIE3bI
n Hamumuus antuten (TTI, T3, T4 cB., ATTIIO, anTtuTena K THUPEOTIOOYIUHY) IS
HCKJIIOYEHUS THITOTHPEO03a B paMKax Tu(GepeHIIHaTbHON THarHoCTUKH [24].

YpoBenb  yOenurtenbHOCTH pexkoMeHaauumid B (ypoBeHb  [10CTOBEpHOCTH
JI0KA3aTeJIbCTB — 3)

KommenTapuu: npu svisignenuu usmenenuti — npogedeHue ux KoOppeKyuu.

Bcem mnammentam ans BepuduKanuu IUarHo3a, ONpPEIENCHHUS TPYMIbl PUCKA TIO
MIPOrHOCTUYECKUM WIKalaM, BbIBIEHUS mporpeccun 3adoneBanus B MJIC ¢ u30bITkOM
6nmacroB win B OJI, KOHCTatauuu AOCTHKEHHMS PEMHMCCHU WM PE3HUCTEHTHOCTH K
IIPOBOAMMON TEpanuy PEKOMEHAYIOTCSl IIOJIyYeHHE IIMTOJIOIMYECKOro Ipernapara
KOCTHOTO MO3ra IMyTeM MyHKUUU TPYIAUHBl WJIM TOJB3JIOIION KOCTH C acmupanuen
KOCTHOTO MO3Ta U TMOCIEAYIOIIMM IIMTOJIOTMYECKUM HcciegoBaHneM Maska KM
(Muenorpamma) ¢ mojacueroM cocraBa KM 1 o1ieHKa cTeneHH TUCTIIa3uH B KaXKI0M POCTKe
KpoBeTBOopeHus. IIpu monydeHMM «CyXoro» IIyHKTaTa BO3MOXHO HCIIOJIb30BAHUE
oTrneyaTtkoB TpenaHoouonrtara KM [25-28].

YpoBenb  yOenurTeabHocTH  pekomeHaaumii C  (YpoBeHb  J0CTOBEPHOCTH

J0KAa3aTeJIbCTB — D)
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KomMmeHnTapuu: noocuem cmenenu oucniasuu Heooxooum 01s eepuguxayuu OuacHosd,
8NOCIEOCMBUU NEPeCUUmbl8ams cmenetb OUCNIA3UU Heo0A3amenbHo.

[TarmenTam, y KOTOpbIX Tpu uccaenoBanuu KM BeIsIBIICeHA TUCIUTA3HS JIMIIL B OJTHOM U3
POCTKOB KpoBeTBOpeHUs: MeHee 4eM B 10% KJIeTOK, HeT yBEeJIMYEHUsl KOJu4ecTBa 0J1acTOB
B nepudepuueckoii kposu i KM, KC cocrasnsior menee 15% 0T 3pUTPOMAHBIX
MPEIUIECTBEHHUKOB U HE BBISBICHO IUTOTCHETHUYECKUX AaHOMAJH, PeKOMeHAYeTcsl
IIOBTOPHOE UCCIIEIOBaHKE aclupaTra KOCTHOTO Mo3ra (MuenaorpamMma) yepes 1-6 mecsiies,
B 3aBUCUMOCTH OT JMHAMUKMA KIMHUYECKHX TMPOSBICHUH 3a0o0NeBaHuUs, s
okoHYarenbpHoM Bepudukanuu MJIC [25-27].

YpoBenb  yOenutenbHocTH  pekoMenaaumii. C  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapuu: makue nayuenmul, Kaxk npasuno, umerom YMEPEeHHYI0 YUMONEHUlo, U
bvicmpoe npoepeccupogarue 3a001e8aHUs Y HUX MAN0BEPOIMHO.

Bcem mnammentam s Bepudumkauumum guarHoza MJIC, BbIBIEHHS Tporpeccuu
3a005IeBaHUS U B Psijie CIy4yaeB Ui OLEHKH 3(P(PEKTUBHOCTH TEPANIUU PeKOMeEHIyeTcs
UTOXUMUYECKOE HccienoBaHue MuKpornpenapatoB KM g BbIBICHHS U TOJCYETa
KOJIBIIEBBIX CHJICPOOJIACTOB OT OOIIETO KOJUYECTBA IPUTPOKAPUOLUTOB [27—29].
YpoBenb  yOenurTeabHOCcTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
J10KA3aTeJILCTB — D)

KommenTapuu: ¢ ykazanuoii yenvto npumensiemcs peaxyus ¢ bepaurckoul aasypuvio. Ha
OCHOBAHUU NOJIYYEHHBIX pe3yIbmamos npouzeooumcsi onpeoenenue sapuanma MJ[C u
8b100p MAKMUKY Mepanuu.

Bcem manpeHTaM pexkoMeHyeTcsl IIMTOIT€HETUYECKOe HCCieIoBaHue (KapHOTHUIT) KIETOK
KM nnsa Bepudukannu nuaraoza MJIC, onpezaenenust Tpynmnsl pucka B COOTBETCTBUU C
KPUTEPUSIMH TIPOTHOCTHYECKUX IITKaJ, BBISIBICHUS KJIOHAJIBHOW BOIIOIUHU, KOHCTATAIIUN
JTOCTHXKEHUS UTOreHeTnueckoi pemuccun [9,30-38].

YpoBenb  yOeaureqabHocTH  pexkomeHaaumid C  (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommeHnTapumu: 6 coomeemcmeuu c 6biA61eHHLIMU USMEHEHUAMU Kapuomuna 6yoem
onpedenamucs sapuanm M/C u pewuamvcsa 6onpoc 0 makmuke mepanuu.

Bcem manpeHTaM ¢ HOpMaJIbHBIM KapUOTHIIOM, TOBTOPHBIM OTCYTCTBHEM MHUTO30B TPH
BBITIOTHEHUH CTaHAaPTHOTO IIUTOTCHETUYECKOTO UCCIICIOBAHMS HA MOMEHT Bepr(DUKAIINH
JMarHo3a, Mpu MajoM KOJIMYECTBE MHUTO30B WJIM MajOM KOJMYECTBE AaHOMAJbHBIX
MHUTO30B, HE MMO3BOJISIONIMM AUArHOCTUPOBATh AaHOMAJIMHU KapuUOTHIIA, JIJIsl BepUUKaALUU

muarHo3a MJIC u omnpeneneHus TPYIIbI IPOTHO3a, a TAKXKE VIS OLIeHKH 3()()EeKTUBHOCTH
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tepaniuu MJIC, mn0pW HaIU4uM BO3MOKHOCTH, PEKOMEHAYETCHA MOJIEKYJISIPHO-
TCHETHYECKOE HCCIeI0OBaHUE aclypara KOCTHOIO MoO3ra C MPHUMEHEHHEM METola
¢dyopecuentHoi rubpunuzamuu in situ (FISH) c¢ 3onmamu k 5-, 7-, 8-, 3-it u npyrux
xpomocomawm [39].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KomMmeHTapumu:  swiasienue  CKpulmvlX — AHOMAIUL — Kapuomuna — nomozaem
sepuuyuposams sapuanm 3abonesanusi u onpeoensem evloop maxkmuku mepanuu. Ha
Ce200HAWHUL OeHb B03MONCHOCMb 8bINOJIHEHUS OAHHO20 8UOA UCCIE008AHUSL €Cb MOTILKO
8 HAYUHBIX YEHMPAX UL 8 pAoe CReYUuaIu3upoOs8aHHbIX 1a00pamopull.

BceM nanueHTaM PpeKOMEHAYKOTCH IIOJYyYEHUE TUCTOJorudyeckoro mnpemnapara KM
(TpemanoOuoricusi), B psnge ciaydaeB (mpu Bepudukammu amarsoza MJIC, mpwu
HEOOBSCHUMOM YCYTryOJIGHUM LUTOMEHUYECKOTO CHHApOMAa) — OuiarepaibHOe, H
MaTOJIOr0-aHATOMHUYECKOE UCCIIeIoBaHNe OMONICUIHHOTO (omepalioHHoro) Mmarepuana KM
s Bepudukanuu quarao3a MJIC u quHamudeckoro Hadmoaenus [9,40-44].

YpoBenb  ybOenurTeabHOcTH ~ pekomeHaaumii C  (ypoBeHb  [I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommenrapuu:  cucmonocuueckas  kapmuna KM noszsonsem  npogodumb
oughghepenyuanvuviti OuacHo3 u 6 oOanbHeliulem OupoepeHyupo8aHHo noOOX0OUMmMs K
8b100py MAKMUKY mepanuu.

Bcem namumentam Ha MomeHT Bepudpuxanuu MJIC, a Takke B mporecce JCUYCHHS U
nmporpeccuu 3a0ojeBaHus, B CIydasX, TpeOyommx Ooyiee TOYHOM BepupUKAIIII
m3menennd B KM  (Hainume  OUCTNIACTUYHBIX — METAKapUOIMTOB,  ATUIHUYHO
PaCTOIOKEHHBIX HE3PENbIX MPEIIeCTBEHHUKOB U OJIacTHBIX KJIETOK, cTeneHb (Gpudposa
CTPOMBI, XapakTep TUMQPOUTHBIX CKOTUICHUH ) peKOMEHIYeTCs ITaToJIOT0-aHATOMUIECKOe
uccienoBaHue OuorncuitHoro (omepanuoHHoro) warepuasia KM ¢  npumeHeHunem
uMMmyHorucroxummudeckux meronos (UI'X) [9,45-47].

YpoBenb  yOenutenbHocTH  pekoMenaaumii. C  (ypoBeHb  [10CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenrtapuu: UI'X uccneoosanus npu MJ{C nposoosam nHa cpezax napagunoswix 610K08
mpenanoouonmamos KM. Aumumena x CD34 npumensiom O0as euzyaiuzayuu u
NOLYKONUYECMBEHHOU OYeHKU KIemoK ¢ O1acmHou Mmopghonocuell 6ne 30H HOOCMA;
anmumena k CD61/CD42b 0ns uoenmughuxayuu Kiemox me2axapuoyumapHo2o pocmid,
8blAGNeHUA  Me2aKapuobnacmos, — Me2aKapuoyumos  HeOOIbWUx  pazmepos ¢

2UNONOOYIAPHBLIMU A0paAMU, MUKpOdopm. TIpu uMMYHOLUCOXUMYECKOM UCCIe008aHUU
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MOJHCHO 8bla8UMb.: cHudcerue sxcnpeccuu TdT+, CD19+ u PAX5+, umo xapaxmepho 0.5
MJIC;  npu  Oughghepenyuanvrou  OuacHocmuke — HNPUBHAKU  MOHOYUMAPHOU
ouppepenyuposku npu «1e6om cogueey» 2pamyIOYUMapHO20 POCMKA € XPOHUYECKUM
MUETIOMOHOYUMAPHBIM JIeliKo30M, 3a00.1eeanuem uz epynnovt MJ[C.

Pexomenoyemas namnenv ammumen 011 UMMYHOSUCHOXUMYECKO20 UCCIIE008AHUS NpU
npogedenuu ouppepenyuanvro ouacnocmuxu MJ[C credyrowas:

— 2PaHynIoyumapHulil. pocmok — muenonepokcuoasza (01 MJ{C xapakmepno chudicerue
UHMEHCUBHOCMU  IKCAPECCUul MUETIONEPOKCUOAsbl U KOIUYeCm8d HNON0HCUMENbHBIX
KIIemoK);

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

— apumpoudHwvll pocmok — cemoenodoun, CD71, enukogpopun A unu C;

— mezakapuoyumapnwiii pocmox — CD61, CD42b, CD34;

— He3penvle kiemku ¢ oracmuou mopghonozueu — CD117/CD34 (8 couemanuu ¢ CD71 ons
BU3YATUZAYUU HE3PENBbIX IPUMPOUOHBIX NPEOULeCTNBEHHUKOS).

Bcem manmentam npu nopo3penun Ha MJIC u mpu mporpeccum 3abosieBaHMsl, MpU
HAJIMYUU BO3MOXKHOCTH, B TaOOPATOPUH PEKOMEHIYeTCsl NCCIIeIOBaHNE OMOJIOTHIECKOTO
Matepuaza KM  meTonoM OpOTOYHOM UUTO(PIyOPUMETpUM ISl ONpEIesICHUs
MPUHAJICKHOCTH OJACTHBIX KJIETOK W BBISBICHHUS HMMMYHOJIOTUYECKHX TPU3HAKOB
JIMCIUIA3WH, a TAK)KE ONMpeAeIeHUs HATHYNS MUHUMAIILHON pe3uayaibHON Ooe3nu [48—
53].

YpoBeHb  y0eauTeIbHOCTH  pekoMeHaauuii B  (ypoBeHb  10CTOBEPHOCTH
10KA3aTeJILCTB — 3)

KommenTapuu: npomounas yumomempus nosgoisem onpeoeiums KOHKpemHuble
UBMeHeHUs. KIemOK OmOenbHbIX pocmkos kposemeopenus KM. Hu ooun uzonuposaniwiii
UMMYHOGeHOMUnuYecKull napamemp He 00KA3Al C8010 OUACHOCMUYECKVIO 3HAYUMOCHb
ona MJIC, no ¢ nomowpwpilo anaiusza KOMOUHAYUL OMOENbHbIX NPUSHAKOS BO3MONCHO
omauuums 3mo 3abonesanue om opyaux 6uoos yumonenuu. OOHAKO, OAHHBIU MemOoO
OUACHOCTUKU OOCMYNneH moabko 8 DedepanvbHblX YeHmpax Uil 6 pamMKax KIUHUYeCKUX
uccne0o8aHull.

Bcem manmentam ¢ moaTrBepxkAeHHBIM quarHozoM MJIC mpu HalIuyuu BO3MOXKHOCTH B
nmabopaTopuu PEKOMEHyeTCsI MOJICKYJIIPHO-TCHETHUECKOE UCCIIeIoOBaHe KPOBU miau KM
JUis BeIsiBIIeHUs: myTanuii TeHoB (SF3B 1, TP53, ASXL1, ETV6, RUNXI, GATA2, DNMT3A,
TET2, IDH1/2, FLT3) u onpenenenus mporHosa 3adoneBanus [54-56].

YpoBenb  yOenuTelbHOCTH  pexkoMeHaauuidi B (ypoBeHb  JocToBepHOCTH

A0KA3aTeJbCTB — 2)
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[Tarmenram ¢ MJIC, mpoTekaronium ¢ GuOpo30M CTPOMBI, pEKOMEHYeTCs MOJICKYIISIPHO-
IreHEeTHYEeCKOe uccienoBanre kpoBu win KM st BeisiBiieHus myTtanuid B reHax (JAK2,
CALR, MPL), onipenenenus mpor{o3a 3a00JIeBaHus U BIOOpA TaKTHKH Tepanuu [57,58].
YpoBenb  yOenurTenbHocTH  pekoMeHaamumii C  (ypoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Bcem namuentam monoxe 40 jer ¢ mogo3peHHEeM Ha KOHCTUTYIMOHAIBHBINA XapakTep
arjia3uyd  KpOBETBOpEHUsI, TmpedmecTByromeil passutuio  MJIC, pexomenayercs
HCCIIeIOBaHNE KPOBHU Ha TECT C JIMAMOKCUOYTAHOM JIJIsl UCKIIOUeHHUS aHeMun DaHKOHU
[59].

YpoBeHb  y0enuteabHOCTH  pekoMenaanmii C  (ypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

[Taruentam MJIC u3 rpynmsl mpomMexxyTouHoro-1, -2 u Beicokoro pucka mo IPSS (cm.
pasznen 7.1 maHHBIX pEeKOMEHJAlMii), KOTOpPble MOTYT PAacCMaTpHUBATHCS B KaueCTBE
KaHIUAATOB JJIs BBINOJHEHUS TPAHCIUIAHTALIMU QIJIOTEHHBIX TEMOIMOATHUYECKUX
ctBosioBbIX KieToK (amio-TI'CK) pexomenayercst omnpenernenue HLA-aHTUTCHOB.
[1,4,5,60].

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

Kommenrapuu: munuposanue nayuenmos c¢ M/C u nomenyuanbHuix poOCMEeHHbIX
oonopos KM u I'KC no HLA-aummueenam I u Il knacca npogooumcs ¢ yenvblo HOUCKA
UOEHMUYHBIX NO AHMUSEHAM MKAHeBOU COBMeCmUMOCMU nap OJisl  Npo8eodeHUs
mpancniaumayuu. LlenecoobpasHo marxoice Mmunuposanue peyunueHmos, He UMerouux
NOMEHYUATbHBIX POOCMBEHHBIX OOHOPO8, O/ OCYUIeCMBIeHUsl NOUCKA HEePOOCHBEHHO20
00HOPA 8 POCCULICKOM U MEHCOYHAPOOHOM PecUCmpax.

Bcem nannenram MJIC pexkoMeHnayeTest OnpeiesieHre OCHOBHBIX rpyiii o cucreme ABO,
antureHa D cucremsl Pesyc (pesyc-dakrop), penoruna no antuream C, c, E, e, Cw, K,
k ¥ aHTHIPUTPOLUTAPHBIX AHTHUTEIN, TPYNIBI KPOBH C (DEHOTHIIOM C IENbI0 Moadopa
TpaHC(Y3UOHHBIX CPe/l 1 MUHHMHU3AIMU TPaHC(HY3MOHHBIX peakiuii [61].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauumii C  (YypoBeHb  /10CTOBEPHOCTH
JA0Ka3aTeJNbCTB 5)

KomMmeHnTapumu: yuumovigas 6vicOKylo uacmomy mpancy3ui U pazeuearouyuecs
8NOCIEOCMBUU CEHCUDUNUZAYUIO K OOHOPCKUM KOMNOHEHMAM KPOBU U IPUMPOYUMADHDILLL
XUmepuszm, npogeoeHue MmpaHc@y3ull SpUmpoyumHol Maccel ciedyem HpoeoOUms ¢

yuemom penomuna.
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2.4, HNHCTpYMEHTAJIbHbIE JHATHOCTHYECKHE HCCIeI0BAHMS

Huempymenmanvhoie Memoobl uccne0o8anus NO360510M npoeoouns
ougpepenyuanohyio OUACHOCMUKY YUMONEHUYECKO20 CUHOPOMA U BblA6UMb HALUYUE
conymcmsyrowei namonozuu npu M/{C [1-5].

Bcem naumentam ¢ nomo3peHueM Ha MJIC pekomeHAyeTcCs  BBINOJHEHUE
yabTpa3BykoBoro wuccienoBanus (Y3M) OpromHOW TOJOCTH U 3a0pIOINITMHHOTO
npoctpanctBa, ¥Y3U mmToBuAHON kene3bl, Y3M opraHoB Majoro Tasza sl JKEHIIUH U
MpeAcCTaTeNIbHON Jkene3bl Juisi MyxuuH, OxoKI[ mng omnpeneneHus comyTCTBYROHICH
natosoruu [1].

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

KommenTapuu: Y3U oprowmnoii norocmu u 3a0prowunHo2o0 npocmpascmea (neyemv,
cene3eHKa, nooiCeny0oUHAs Jicelle3d, HCeNUHbIL NY3ulpb, JuMpamuieckue y3ivl, 8 mom
yucne u nepugepuyeckue) nposooumcs npu nooosperuu Ha MJ/{C u 6 npoyecce nevenus
Ol BbIABIEHUS 2eNamOCHIeHOMe2anuu, aumMpadeHonamuu u namoniocuu Opyeux
HCUSHEHHO BANCHBIX OP2aAHO08. /1151 UCKTIOUeHUs HANUYUs NAMOA02UU WUMOBUOHOU Jicele3bl
(Komopasi modcem npomexkamv ¢ awemuel u mpomboyumoneHueil) nposoosm Y3U
wumosuoHou dcenesvl, Y3U monounvix dcenez unu mammozpaguio — Ol UCKIIOUEHUs
Hos000pa3zosanus; IxoKI 011 oyenku cocmosnus cepOedHo-cocyOucmotl cucmemsl npu
nooospenuu na MJ[C u 6 npoyecce neuenus.

Bcem nanmenTtam ¢ nogospenreM Ha MJIC pexkoMeHayeTcsi MPOBEIEHNE KOMITbIOTEPHOM
(KT) wmnm wmarHuTHO-pe3oHaHCHOH Tomorpaduu (MPT) roioBel s HCKITHOYEHHS
naromoru  I[THC (B wactHocT HOBooOpasoBanmii I[HC), koropas Moxer
COMPOBOXKIATHCS IMTOMEHUYECKUM CHHIpOMOM [62].

YpoBenb  yOenutenbHocTH  pekomenaaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Bcem manmentam ¢ mogo3penrieM Ha MJIC n Ha BcexX MOCHEOYIOMMX ATanax JeYEeHUs
PeKoMeHAyeTcsl BBIOIHUTD: PeHTreHorpaduio rpyiHoi kiaeTku B 2 npoekiusax uinu KT
TPYJHOM KIETKH (JIJ151 UCKIIFOUEHHS TOPAKEHHUS JIETOYHOM TKaHU U OPraHOB CPEAOCTEHUS
KaK BOCIAJIUTEIBHOTO, TAK U HEBOCTIAJIUTEIBHOTO Xapakrepa) [1].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHaauuid C  (ypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Bcem namuentam ¢ nono3penueM Ha MJIC  pexomMeHayercsl  BBIOJIHUTH

a3odaroracrpoayoaenockonuio (OIJIC) ¢ uccnenoBanuem Ha Hamwmuue H. pylori mis
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HCKJTFOYCHHS XPOHUYECKHX 3a00JIeBaHUI MM HOBOOOpA30BaHUH MUIIIEBOIA, KETyaKa, 12-
nepcTHOM Kuiku [1].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  JI0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

e Bcem manmentam ¢ momo3penuem Ha MJIC Hu3Koro pucka (cMm. pazaen 7.1 maHHBIX
pPEKOMEHIaluii) PEKOMEHIYeTCs BBIMOJHCHUE KOJOHOCKOIUHM JUI  HMCKJIFOUCHHS
XpoHUYECKHX 3abosieBanuii u HOBooOpazoBanuii JKKT, KoTOpbie MOTYT COITPOBOXKAATHCS
IUTOIICHUYECKIM CHHIpOMOM [1].

YpoBenb  yOeauresbHocTH  pexkoMeHaaumid C  (YpoBeHb  /10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

e Bcem mammentam c¢ momo3penueM Ha MJIC u B mporecce Tepanuu PeKoOMeHIyeTcs
nposeaeane DK 1t OLIEHKH COCTOSHUSI CePCYHO-COCYTUCTOM crcTeMsl [1].

YpoBenb  yOenutenbHocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

2.5. UHble IMarHocTH4YecKue MCCJae10BAHNS

e Bcem mnammentam ¢ nopospeHueM Ha MJIC, B mporecce HaOMIOACHHUS M JICYCHHS
nauueHToB ¢ MJIC npu HaMuyuu MOKa3aHWW PeKOMEHAYIOTCH KOHCYJIbTalluu Bpaudei-
crenuanucToB  (odTanbMoiora, HEBpOJIOTa, KapAHOJora, THHEKOJIOra, ypoJora,
racTpOdHTEPOJIOra, B TOM YHCIE CIEUUATU3UPYIOLIErocss Ha 3a00JIeBaHUAX IEUYEHU
(rematonora), = peBMaToJiora,  JHAOKPUHOJOra,  OHKOJOra, B  TOM  4YHCIIE
CHEIHATM3UPYIOIIETocs Ha pake MOJIOUHOM Kene3bl (MaMMOJIOra), OTOPUHOIAPUHTOJIOTA)
ISl TUArHOCTHUKHU COMYTCTBYOIIEH marooruu [2].

YpoBenb  yOenutenbHocTH  pekomenaauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5).

3. JleyeHne, BKJIKYAS MEIUKAMEHTO3HYI0 H HEMEJUKAMEHTO3HY IO
Tepanuu, IMeTOTepanuio, 00e300,1uBaHNe, MeAUINHCKHAE MOKA3AHUS U

MNPOTHBOINIOKA3aHUA K NPUMCHCHHUIO METO/10B JICHCHUSA

Muenooucnaacmuyeckue cuHOpOMbl AGNAIOMCA UYPE3BLIYAUHO 2eMEPOSEHHOU 2PYNNOLL
3ab01e6aHull, HAYUHASL OM POPM C NOUMU HOPMATLHOU NPOOOJHCUMENLHOCMBIO HCUSHU U
3aKanyueasn eapuaHmamu, cxooHvimu no mevenuto ¢ OMJI. Puck-adanmupoanuas cmpameus

neyenus Aenaemcsa 00A3amenbHbiM ycaosuem npu maxkoui pa3H0p00Hocmu. HpoeHocmuquKue
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Gaxmopwvi MOIAHCHO pazdenums Ha me, Komopule Kacaromcs XapaKmepucmux camo2o nayuenma, u
me, KOmopule Onpedensitomcs 0cobeHHocmamu KoHkpemuozco eapuanma MJ[C.

K coorcanenuro, neobxooumo npusname, 4mo 6 Hacmosujee 8pems Hem YHUBEPCATbHOU
NPOSHOCMUYECKOU WKAbl, KOmopas 6Kmouana ovl ece 3Hauumvle oasi MJIC napamempol
(mopghonoeuueckuii éapuanm, JIAI', f2-muxpoenobynun, heppumur u m. 0.), u 8 SMOU C8A3U NPU
NPUHAMUY peuleHus 0 BblOOpe MAKMUKU Mepanuu MONCHO OYEHUBAMb NPOSHO3 Cpa3y NO
neckonokum wkanam (IPSS, IPSS-R, WPSS) (cm. paszoen 7.1 dannvix pekomenoayuii). Hayunvie
odoxazamenvemea d¢hgexmusHocmu u 06e30nacCHOCMU OOCMYNHBIX MePanesmuyeckux onyui
nonyuenvl 6 KIuHudeckux uccreoosanusx (KH), & xomopwvix cmpamugpuxayus nayuenmos
npogoounacs Ha ocroge cucmemol IPSS, a 6 nocieonue 200wt u na ocnose |IPSS-R. Kax creocmsue,
6ce hakmuyecKkue peKoMeHoayuu no Je4eHUur0 OCHOBbIBAIOMCA HA pa3zielieHul NayueHmos Ha
epynnvl  umenno coenacto IPSS u IPSS-R, umo noseonsem poccuiickomy sKkcnepmuomy
coobwecmsy pekomMeH008amsv UX 6 Kauecmee 0A306020 UHCMPYMEHMA Npu Gopmyauposanuu
ouacHo3a u 8vlbope mepanesmuyecko2o nooxooa. Takace ciedyem ewje paz noOUepKHymb, 4mo
011 Qopmuposanus 6onee UEMKO20 NpeOCmagieHuss O medeHuu 3abonesanus u 6vlbopa
ONMUMANLHO20 MEPANnesmuiecKo20 8030eUCMBUsL HACOAMENbHO PEKOMeHOYemcs 6bINOIHAMb
nosmopHoe 006cnedosanue nayuenmos, a He OCHOBbLIBAMbCs HA eOUHUYHBIX pe3yivmamax. Llkansi
pucka npedcmasiensl 8 pazoene 7.1 oannvix pexomenoayuii [1,2,30,63,64].

Jna nayuenmos ¢ HeoyeHeHHbIM 8 CUNLY MEXHUYeCKUX NPUYUH KAPUOMUNOM NpU 8blOOpe
MepanesmuieckKo20 pexcuma ciedyem NPUHUMAmsb 60 GHUMAHUE MOPGOLocUdecKull 8apuanm
MJ]C no xknaccugpuxayuu BO3, konuuecmso 6racmuvix kiemox 8 KM u Ounamuxy ux uszmeneHus,
kremounocmos KM u msicecmo yumonenuii [1].

Buvibop mepanuu 3asucum om gospacma nayuenma, sapuanma MJ[C, npunaonexcnocmu
K epynne pucka, HAam4us u maxcecmu conymcmeyroweti namonoeuu, Haiuvus HLA-
coemecmumozo 0onopa. Ha cecoOnawnuil oensb pekomeHoyemcs ucnoiv3osams kax wikany |PSS,
max u IPSS-R ons1 6oree mounozo onpedenenus npoernosa 3abonesanusl.

B mepanuu MJ]C ¢ yuemom ocobenHocmeti namozeHne3a u pasHopooHoCcmu 3a0071e6anus
cywecmeyem HeCKOIbKO HAnpasieHull, 0OHaKo Haubonee dhhexmusHbiMu U NPUSHAHHLIMU 80
8cem mupe AGNAIMCA.

— CUMRMOMAMUYECKASA MEPANUA:

— 3amMecmumenvHas mepanus KOMNOHEHMAamu Kposu (OOHOPCKUe 3pumpoyumul,
OOHOPCKUE MPOMOOYUMDBL, CBEIHCE3AMOPOIHCEHHAS NAA3MA),

— XenamopHas mepanus,

— CIMUMYIAMOPbL 2eMON0334,

— aHMUOAKMEPUATLHAL MePanusl;
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— yumocmamuueckas mepanus:
— IIXT no npoepammam newernuss OMJI,
— Husko0o3nas XT,
— eunomMemuaupyrouue npenapamol;

— UMMYHOCYRPECCUGHAA U UMMYHOMOOYTUPYIOUWA MEPanus:

— ATT,
—[C4,
— IEHAIUOOMUO,
— CNIEHIKMOMUSL,

— A1102eHHAA MPAHCHIAAHMAUUA 2eMONOIMUYECKUX CME0108bIX KnemoK (anno-TI'CK)

[1-5].

Eouncmeennvim memooom buonocuueckoeo uznevenus agnsemcs T1' CK, oonako monvko 6
5-10% cnyuaes yoaemcs peanuzosamv 5my npozpammy, 6 ceéasu c¢ omcymcmeuem HLA-
UOEHMUYHO20 OOHOPA, COMAMUYECKUM CMAmycom U 603pacmom nayuenmd, a maxk odce
ocooennocmsamu MJ]C.

IIpu neuenuu nayuenmos ¢ MJ[C oonyckaemcs couemaHue Gvluie NepeyucieHHblX 8U008
mepanuu, a maxdice ee Nocie008amenlbHoe HA3HAYEeHUe 8 C653U C HeIPPEeKMUsHOCmbIO u/unu
npoepeccueu 3abonesanus. Tax, y o00Ho2o nayuenma 603MmodcHo npogedenue HCT u npu
npoepeccuu 6 MJ{C-UB-1 unu Ub-2 — nasnauenue cunomemunupyrowux npenapamos uiu I1XT.

Heoonopoonocme MJ[C ocnoocnsaem makoce u oyenky omeema na mepanuro. B 2000 e.
Mescoynapoonas pabouas epynna (IWG) onpedenuna cmanoapmu3zosanivie Kpumepuu omeema
npu MJ[C. B nocneoyrowem onu 6wiiu nepecmompenst u 0oHosnenvl 8 2006 2. (cm. [punoscenue
I'l). Kpumepuu IWG onpeoenaiom pasiuunvle acnekmsl omeema C y4emom yeneu aedyeHus u
sxnouarom 6 ceos IIP u YP, yumoeenemuueckuii omeem, 2emamonocudeckue Yiy4uleHus u
Kauyecmeo dicusHu. Hlcnonvzoganue smux Kpumepues peKoMeHOO8AHO KAK OJisl KIUHUYECKOU
npaxmuxu, max u npu npogedenuu KH [65].

. [Manmentam MJIC 13 rpynisl HU3KOTO W MPOMEXKYTOYHOT0-1 pucka mo mkaie IPSS (cm.
paznein 7.1 JaHHBIX PEKOMEHJIAINI ) ¥ OYeHb HU3KOT0 W HU3KOTO pHcKa 1o mkaie IPSS-R

(cm. pasmen 7.1 [gaHHBIX pEKOMEHIANMI) ¢ OCCCHMIOTOMHOW IIUTOIICHUCH He

peKoMeHAyeTcsl crenr(uyeckoe JieueHUe, a IO0Ka3aHO JUHAMUYECKOoe HaOIIoJieHHe

MAIMEHTOB — TAKTHKA, HA3bIBaeMas «HAOIOIall 1 KA, C IEJhI0 KOHTPOIIS 33 pa3BUTHEM

3aboneBanus [1-5].

YpoBens  yOenutTeabHOcTH  pekoMmeHaaumii C  (YpoBeHb  J0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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Kommenrapumn: sspocivie nayuenmoi ¢ nepsuynvim MJC u3z epynnel Hu3K0o20 pucka ¢
beccumMnmomHol yumonernuetl, He mpeoyroueli npogedeHUs: 3aMeCmumebHOU mepanuu
KOMNOHEHMAMU KPOBU, He HYHCOAIOMCA 8 JleYeHUU U aulb mpedylom pezyisipHo2o
obcnedosarnus. Buioicuoamenvhas cmpamezusi Modcem usMeHUMbCs 8 0y0ywem, 6 ciyuae
paspabomku Oe30nACHbIX, MeHee a2PecCUBHbIX UNU MAP2eMHbIX Memo008 NeueHUs,
CNOCOOHBIX 61UAMb HA NPO2HO3 3abonesanus. Heobxooumo noduepknyms, ymo nayuermuol
U YlleHbl UX CeMbl OOJHCHbL HOHUMAMb, YmMo 0e30NacHOCMb HAOIIOAMENbHO20 N00X00d
3a8ucum om pezyispHOCmu MOHUMopuHea. Llenvio Ounamuyeckoeo HabIOeHUs 613l
PanHee pacno3Hasanue NPUHAKO8 yCy2yoieHUus YyumoneHuu, NoseieHuss mpaHcqy3uoHHOl
3a8ucumMocmu, ygeiudeHus yucia 61acmuulx kiemok 6 kposu unu KM, a makoce oyenxa

e0/1I0oyuu Kapuomunda.

3.1. KoncepBaTuBHOeE JieueHH e

Bcem nammentam MJIC ¢ aHeMHUYECKUMH Kal00aMU U CUMITOMAMH THIIOKCEMHUU TIPU
He<85-80 1/m1  pexkoMeHayercsi  MNPOBEJACHHUE  3aMECTUTEIBHOW  Teparuu
APUTPOIMTCOICPIKAIUMH KOMITOHCHTaMH JIOHOPCKOM KpPOBHU TSt
KOMITCHCAIIMH/KYTUPOBaHKsI CUMIITOMOB aHeMuH [66].

YpoBenb  y0enuTeIbHOCTH  pekoMeHAaumii A  (ypoBeHb  [10CTOBEPHOCTH
0Ka3aTeJILCTB — 1)

KomMmenTapum: oanmubie 0 nOKa3aHusx K UCHOIb308AHUIO MPAHCY3UU IPUMPOYUNOE NPU
MJIC Hocam oepanuuenuviti xapakmep. 3a8UCUMOCHb OM 3AMeCMUMeNbHOU mepanuu
apumpoyummuou maccou y nayuernmos ¢ MJJ{C accoyuupyemcsi ¢ nioxum npocHo30M U, Kax
npasunio, 00vICHIemcs: bolee acpecCusHbIM XapaKmepom mederust O0Ne3HU, HATudUuem
MsdCeNON  anemuel U MOKCUYHOCMbIO, C6A3AHHOU ¢  mMpanc@ysuimu. YposeeHo
ecemoenoouna nudice 90 o/n ons mysxcuun u 80 2/n 0ns HceHWUH A6AeMCsa He3ABUCUMBIM
Gakmopom npozrosa, ceazannviM ¢ cokpaujenuem OB u @vicokum puckom gamanvrvix
CepOeUHO-COCYOUCMBIX OCTONCHEHUIL.

Huxkaxoti konkpemHuulii ypogens 2emMoe100una He Modicem Obimsb peKOMeHO08AH 8 Kauecmeae
nop0208020 U ONpedensauieco NoKA3aHus K mpanc@y3uonHol noooepaicke. Pewenue
cnedyem NPUHUMAMb HA  OCHOBAHUU UMEIOWUXCA Y NAYyueHma CUMRMOMO8 U
conymcmsyrowux 3abonesanui. Popmanuzysa viuieckazannoe, IKCNepmuas pynna no
ouaznocmuxe u nevenuio nayuenmos ¢ MJ{C pexomenoyem evinonnenue mpancgy3suti
IPUMPOYUMCOOEPAHCAUUX KOMNOHEHMO8 NPU CHUMNCeHUuU cemoznobuna nudxce 85-80 o/n u
KAUHUYECKUMU CUMNIMOMAMU YMepeHHOU anemuu. Tpancgyzuu OOHOPCKUX 3pUmpoyumos

HeoOxX00UMO NPOBOOUMb C YUemoM (heHomuna no pe3yc-ghakmopy.
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Mamuentam MJIC mpu pa3BUTHH KpHTHYeckoil TpomOormromennn (<10—20x10%m)
pexoMeHayeTcs MIpOBEICHUE 3aMECTUTENBHON  Tepanud  TPOMOOLMTHBIMU
KOHIICHTpaTaMH JJIs MPO(UIAKTUKHI TeMOPPArHIeCKUX OCIOKHEHUH, a PH UX HATUYUHU U
npu 0oJiee BBICOKHMX MOKA3aTeNsIX TPOMOOIUTOB, C IIEJIbI0 KYITUPOBAHHUS TeMOPPAarudeCKIX
ocioxuaenui [1-5].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaamuii C  (ypoBeHb  J10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

Kommentapumu: yposens mpomboyumos, npu komopom y nayuenmog ¢ MJ[C goznukaiom
2emoppazuyeckue OCIONCHEeHUs, 4emKo He OnpeoeleH U eapbupyem om NayueHma K
nayuenmy. HUmerowuecs dannvie o noxazaunuax Kk mpaucgysuu mpomoboyumos npu MJ[C
Kpaiine 02panuyeHvl.

Ipoghunaxmuueckas mpancghy3sus mpomooyumos pekoMeHOyemcs NayueHmam ¢ ypoeHem
mpomboyumos nuxce 10,0%10%n unu npu yposue nusice 20,0x10%1 npu naruuuu 1106020
Gaxmopa pucka 011 pazeumusi KpogomeweHusi (nuxopaoka, uHpexyus, Ovicmpoe
CHUdICEHUe — mpoMOOYUmMO8,  UHBA3UGHble  Npoyedypvl), Npu  YCI08UU,  YMO
mpomooyumonerus NPUXOOAUAA. Mmnozonemnss mpomboyumoneHus oe3
2eMOpPacUtecKkoe0 CUHOPOMA He HYHCOAemcsi 6 pecyIapHbiX NpOo@dUIAKMUYEeCKUX
mpancgy3uax mpomooyumos.

[Maruentam ¢ MJIC u3 rpynmnsl HU3KOTO PHCKa U MPOMEKYTOUHOTO-1 pucka Mo mikaie
IPSS u rpymnmb 04eHb HU3KOT0, HU3KOTO ¥ IIPOMEXKYTOYHOT0 pricka 1o mkaie IPSS-R (cm.
paznen 7.1 maHHBIX peKOMEHAAIMil); BceM KaHauaatam Ha mnpoBeaeHue amno-TICK;
narreTam ¢ MJIC u3 TpyIisl MpOMEeKyTOYHOTO-2 U BBICOKOTO prcka 1o mkane IPSS u
U3 TPYIIBI IPOMEKYTOYHOTO, BELICOKOTO U OY€Hb BBICOKOTO pricka mo mkaie IPSS-R mpu
noctkenun pemuccun MJIC, nocne tpancdysun 10—20 103 TOHOPCKUX 3PUTPOLIUTOB,
IIpU TIOBBIIIEHUU CBIBOPOTOUHOTO (epputHa Oosee 1000 HI/MiI pexoMeHayeTCsi
MIPOBEJICHUE XEJIAaTOPHOM Tepamnuu #aedepazupokcoM™* g ycTpaHEHUs] U30BITOUYHOTO
HaKOTUIeHHS XKeje3a [67—74].

YpoBenb  yOenutenbHOCTH pexkoMeHaaumii B (ypoBeHb  J10cTOBEpHOCTH
0KA3aTEJbCTB — 2)

KommenrTapuu: y nayuenmos, Komopvlm pezyisipHO NpOBOOSMCA MpaHchy3uu
IPUMPOYUMHOU MACCHI, HEUSMEHHO PA38UBAEMCS BMOPUYHAsL nepecpy3Ka Jicene3om. Oona
eouHuya spumpoyumnou maccel codepaicum om 200 0o 250 me dnceneza, a nepecpysxa
Modicem  803HUKHYmb  yorce nocie 10-20 nepenueanuti. Coenacno Poccutickum u
MeAHCOYHAPOOHBIM NYOTUKAYUAM BbIAGIEHO CIMAMUCMUYECKU 0OCMOBEPHOE YMeHbUUeHUE

OB 6 epynne nayuenmos c nepezpy3Kol JHcene30M, CEA3AHHOU C MPAHCHYZUOHHOLUL
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3asucumocmvio. KoceHHbIM OUOXUMUYECKUM MAPKEPOM Nnepezpy3Ku Hcene30M YCI08HO
NPUHAMO CYUMAMb NOBbLULEHUE YPOBHSA heppumuna cvleopomxu kposu 6oaee 1000 ne/ma.
Ipesvluenue smoeo nopoeca omuemauso Koppeaupyem c oepanudenton OB (HR 52,4; p
<0,0001) u nosviwennvim puckom mpancgpopmayuu ¢ OMJI (HR 6,6; p <0,0001).
Tepanuro xenamopamu dicene3a ciedyem paccmampuseams 8 kKaisecmee HeoOX00UMOU
onyuu mpancgyzuonnozasucumvim nayuenmam ¢ MAC-JI/I, MJAC-KC, MAC-M/] u MJ]C
¢ 5q—. Yposenv peppumuna neobxooumo onpederumsv 6 Oebrome 3a001e6aHUs U
omcnedcusams  Kadcovle 3 Mmecsaya 6 Ounamuxe. Hccneoosanue ¢heppokunemuxu
JHcenamenibHo nposooums He panee uem yepes 10—14 ouetl nocie nocieoHeli mpaucgyzuu
OOHOPCKUX 3pUMPOYUmMos, 6He unpekyuonnozo snuzooa. IHayuenmam ¢ MJC, komopwie
AGNAIOMCS  NOMEHYUANbHBIMU KaHOuoamamu Ha nposedenue anno-T1I'CK, makorce
NnpoBOOUMCs mepanus Xeiamopamu xceie3a 6 npeomparHcniaHmayuoHHOM nepuooe U
nocne gvinoanenus anno-TI'CK npu coxpanenuu npusHakos nepecpy3xu Hcene3om.

s 60onvnvix MIAC-UB npu oocmudicenuu KIUHUKO-2eMAMOIO2UYECKOU PEMUCCUU NPU
HAIUYUU NPU3HAKO8 GMOPUYHOU Nepecpy3KU  IHCene30M  B803MOJCHO HA3HAYEHUe
XelamopHo mepanuu.

Pexomenoyemasn nauanvras oosa #oepepasuporxca**:

Hucnepeupyemas mabnemka — 20 me/ke/cym, a npu 8blpaxcenHou nepezpysKe rHene3om —
30 me/ke/cymku. J{o3y npenapama okpyensaiom 00 OAuU3K020 pazmepa yeiou madiemxu
(125, 250 u 500 me).

Tabnemxa, nokpvimas nieHOYHOU o0OonouKoU — 14 me/ke/cym, a npu 6wvlpaxiceHHoU
nepezpyske xcenesom — 21 me/xe/cym. o3y npenapama oxkpyensirtom 00 61u3K020 pazmepa
yenoti maoaemxu (90, 180 u 360 me).

Koumpone 3a moxcuunocmvio XenamopHot mepanuu Npo8oOsm exdceMecsiuHo, d 3d
aghgpexmuenocmoio — 1 paz 6 3 mecaya, opueHmupysco Ha yposeHsv heppumuna 8 Kposu,
acenamenvro 6 coyemanuu ¢ CPB. Jloza npenapama nepecuumviéaemcs Kadxcovie 3—6
Mecayes Kak 8 CMOpPOHY yeruyeHus 003bl npu HedpgekmusHocmu mepanuu, maxk u 8
CMOPOHY CHUIICEHUSL CYMOUHOU 003bl NPU CHUdICEHUU noKasamens (peppumuna menee 1000
He/MJL U/Unu pazeumuu nPU3HAaKo8 mokcuuHocmu npenapama. Ipu cnuscenuu gheppumuna
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 MPOMEXYTOUHOT0 prcka 1o mkaie IPSS-R (cm. paznen
7.1 nmaHHBIX pEKOMEHJANWi) Tpu HHAOTeHHOM sputpornodtuHe <500 ME/mn u
remornobune <100 T©/m1 pexkomeHayeTcsl TIPOBEICHHE Tepanmuu APUTPOIIOI3

crumyiupytomumu  nipenapatamu  (OIICII) — osmostun anbda**, snostuH Oera**,
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#napOsmodTHH anbda** (mo3upoBKM — CcM. mpuiokeHue A3.2) C ILeTbl0 MOBBIICHUS
MoKasareje TeMOIrVIOONHA, CHIDKCHUS 3aBHCHUMOCTH OT TpaHCPY3UH JOHOPCKUX
APUTPOLUTOB. [75-77].

YpoBenb  y0enuTeIbHOCTH  pekoMeHaauuidi B (ypoBeHb  J10CTOBEpPHOCTH
A0KA3aTeJbCTB —2)

Kommentapumn: npumenumensuo k MC Huzko2o u npomescymounoeo-1 pucka no wkane
IPSS 00HuM u3 nooxo008 K ieueHuro pehpakmepHvix anemull s8Is1emcs HA3HaAuyeHue
OIICII. Ilpumernenue spumponosmunos (3nosmur anbha** u dema™*, #oaposnosmun
anbha**) nozeonsnem nogvlcUMb KOHYESHMPAYUID 2eMO2N00UHA, VAYHUUWUMb KAYECMBO
JHCUBHU — NAYUEHMO8, OMKA3AMbCA  UIU  HYACMUYHO  CHU3UMb  NOMpPeOHOCMb 8
3aMecmumenbHol  mepanuu  3PUmpoyumcooepicauumu  KomnoHenmamu. Yacmoma
omeema na monomepanuto spumponosmunamu (I110) npu M/[C 6e3 yuema nokazamereii
sHoozenHno20 D110 nesvicoxa u ne npegviaem 20%. Haznauenue SIICII nHeobxooumo
ocyuecmenams mobKo nocie usmeperus Konyenmpayuu snoocennozo I110. Tak, npu e2o
koHyenmpayuu menee 500 mE/mn u wacmome mpaucgysuil OOHOPCKUMU IPUMPOYUMAMU
< 2 o0oz/mec. 3gpgpexmuenocmov cocmasnsem okono 60%. Ilpu codepacanuu 110 &
cvigopomke Kposu 6onee 500 mE/mn mepanus S0 manosgppexmusna (~10%). llpu
«y3komy» (menee 10%) kpachom pocmke no oanHvim muenocpammol 110 ne nasnauarom.
Oonako, eciu npu 2UCMONIOSUYECKOM UCCIe008AHUU KPACHBILL POCMOK HOPMANbHBIX
pasmepos unu dadice pacuiupen, mepanus I11CII nposooumcsi.

Pexomenoayuu no nasnauenuio I1CII npeocmasnensvi 6 Ilpunosrcenuu A3.2.

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

B cnyuae omcymcemeus omeema nocne nogviuienus 0o3vl 110 u/unu oobasnrenus I'-KCD
6 meuerue 6—8 Hedellb mepanuio OCMAaAHABIUBAION.

Taxum obpazom, no MHeHurO IKCnepmuozo coobwecmaa, nayuenmam ¢ MJ/[C nuzkozo u
npomedscymounoco-1 pucka no IPSS (cm. pazoen 7.1 oanHvix pekomenoayuii), ¢ ymepeHHou
u maxcenou anemueti (ecemoenooun <100 e/n), nuzkum yposnem s3noozennozo 110 (<500
ME/mn) w/unu ¢ oepanuuennoli nompebHocmvlo 6 cemompancdyzuix (menee 2 eOunuy
IPUMPOYUMHOTLL MACCHI 8 MeCAY) Cledyem HAYUHAms mepanuro npenapamamu SH03MuHa
anvgha™** unu 6ema** 6 nauanvnou 0oze 40-30 moicau ME 6 nedento unu ucnoniv3osamso
aKeusaienmusle 003bl Oapoonosmuna™** (150-300 mxe/nedenio), conocmasumvie no
KAUHUYECKOU 3(hheKmusHocmu ¢ makosou 3nodmuna anvga™* unu 6ema** [716,77].

Lnsa nayuenmos MIC-M u M/[C-UB u3 epynnel npomesncymounozo-2 u 8biCOK020 pUcKa

no wkane |PSS, Zcpynnsvl NPOMeENCYNOUYHO20, 6bICOKO20 U OUYEHb 6bICOKO20 PUCKA NO UWKdAlE
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IPSS-R, makoice 6ozmooicho nasnauenue 6 kavecmee conposooumenvHou mepanuu, npu
npogedenuu XT u eunomemunupyoujeti mepanuu.

[Mammentam ¢ MJC mnpu sHedpdextuHocT Teparmu OIICII B MoHOpexume
peKoMeHAyeTcsl 00aBJIeHHE K TEpalmuHu KOJOHUECTUMYIUPYIOMUX (PAKTOPOB JUis
noBbIeHus 3G pekTuBHOCTH Tepanuu SpuTpornodtuHoM [78-80].

YpoBeHb  yOeaMTEJNbHOCTHM  peKkoMeHAauMid A  (YpOBeHb /I0CTOBEPHOCTH
0KA3aTeJbCTB — 2)

KommenTapuu: seposmnocms omeema Ha KOMOUHUPOBAHHYIO MEPANUIO C NOMOUWbLIO
OIO u I'-KCD** gvruue y nayuenmos ¢ Hu3kum yposrem snoocennozo 110 (<500 mE/mn)
u 02PaHUYEHHOU nompeobHoCmuvio 8 eemompancgy3usx (<2 eounuy
IPUMPOYUMCOOEPHCAUUX KOMNOHEHMO8 8 Mecay). Tlpu naruyuu 08yx Heb1a2onpusmmslx
NPU3HAKOB 8epOSIMHOCMb omeema cocmasnsiem 7%, 00no2o — 23%, a npu ux omcymcmeuu
— 74%.

Cnedyem noouepkuyms, umo couemanuoe npumenerue 110 u [-KCD** naubonee
aghghexmuerno y nayuenmos ¢ pePpakTepHOW aHEMHUEH C KOJIBIIEBBIMHU CHIEPOOIacTaMu
(PAKC) npu omcymemsuu omsema na monomepanuio II10. [-KCD** ggooumcs
nookooicHo om 1 0o 2 mke/xe edceonesno unu 1-2 paza 8 nedento 8 meuenue 6—8 nHeoelb.
IIpu nposedenuu xax cmanoapmuou, max u Hu3ko0o3nou XT 603moocHo npumenerue I -
KC®D** npu oorcuoaemori onumenvhol HelimponeHuu 6 Kaiecmee cOnpo8oOUmMeNbHOU
mepanuu y nayuenmog ¢ MJ[C.

Monomepanuss I-KC®** 6 wnacmoswee 6pemss He paccmampusaemcs Kak
camocmosmenvHoe Jieverue neumponenuu y nayuenmos ¢ MJ[C.

[Maruentam ¢ MJIC Hu3koro pucka 0e3 HEOIAroMpPUSATHBIX AHOMANUN KAapUOTHUIIA C
TPOMOOIIUTONIEHHEH  PeKOMEHAYeTCsl  PacCMOTpPeTb  BO3MOXHOCTh ~ Ha3HA4YEeHHUs
aHTUTeMOpparnyecKux MpernapaToB — CHCTEMHBIX T€MOCTAaTUKOB (#3aTpoMbonara*™ ot 50
10 300 Mr BHYTpB M #pomuruioctuMa** 750 Mr moakoxHo 1 pa3 B HENEIO) C IENIBIO
MOBBINICHUST KOJIMYECTBA TPOMOOIIMTOB, CHIDKCHHS 3aBHCHMOCTH OT TpaHcy3uid
TPOMOOKOHIICHTPATOB U YMEHBIIICHUS TPOSIBICHUI reMOpPparndeckoro cuHapoma [81—
89].

YpoBenb  yOenuTelbHOCTH  pexkoMenaauuidi B (ypoBeHb  J0cTOBepHOCTH
JI0KA3aTeJIbCTB — 2)

KomMmeHnTapum: nposedeno neckonbko panoomMu3upo8aHubIxX UCCIe008aHUL, Pe3yIbmambl
KOMOPbIX OeMOHCMpUpyom 3¢hekmusHocms 0aHHO20 8Uda mepanuu y nayueHmos ¢
MJIC u3 epynnvl HU3KO2O pucCKa 6 6ude NOBbIUEHUS KOIUYeCmed mpomoOoyumos u

VMeHbULeHUs NPOSGNIEHULI 2eMOoppazuiecko2o cunopoma 8 46—65% cnyuaes. OQouaro, y
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nayuenmos ¢ MJIC u3z epynnwi 8bicokoeo pucka, 8 uacmuocmu MJ[C ¢ uzovimrxom 61acmos,
oobasnenue #anmpomobonaca** k mepanuu azayumuounom™* cnuzuno 3¢ppexmusnocmo
mepanuy 2UNOMemuIupYIoOWuUM nPenapamom U yeeauduno yacmomy npozpeccuu ¢ OMJIL
YV nayuenmos ¢ MJ[C u3 epynnvl Huszkoeo pucka npu mepanuu #pomuniocmumom™*
sepossmuocmo npoepeccuu 8 OMJI 6 meuenue 5 nem Ovlia conocmasuma ¢ KOHMPOLHOLUL
epynnou — 12% u 11%.

[Marmmentam ¢ M/IC U3 rpynmnsl HU3KOTO M MIPOMEKYTOUHOT0-1 pucka mo mxkaine IPSS u
IPYIIBI HU3KOTO U MPOMEKYTOYHOTO prcka 1o mkaie IPSS-R (cm. pasmen 7.1 maHHBIX
PEKOMEHIalnii) ¢ TUMOIUIa3hell KPOBETBOPEHUS, HOPMAIbHBIM KApHOTHIIOM, aHOMAITUSIMU
XOPOIIIETO UITH MMPOMEKYTOYHOTO PHUCKA, 32 UCKITFOUeHHeM 7(-, iS0(17Q), pekomMeHayeTcsi
npoBenenne uMMyHocynpeccuBHoit tepanuu (MCT): #uuknocnopun** (LICA**) +/—
#antuTuMoUMTapHBI TIOOYMH** (ATI**) ¢ Henblo JOCTHKECHUS TOJIOKUTEIBHOTO
OTBETa, B TOM YHUCIIC U TIOJIHOW KIMHHKO-TeMarojorudeckoit pemuccuu [90].

YpoBenb  y0eauTelbHOCTHM  pekoMeHaauuii B  (ypoBeHb  [10CTOBepHOCTH
A0KA3aTeJbCTB — 2)

KomMmenTapuu: onpeodenennoe cxo0cmeo KIUHUYECKUX U MOPPON02ULeCKUX NPOSABIEHUL
eunonaacmuyeckux gpopm MJ[C u AA, a maxoce Kiunuveckue HabIIOOEHUs, Kacarouuecs
aghpexma uMMYHOCYNpeccusHo20 8030elicmeus y OMOebHbIX NAYUEHMO8, e 8 OCHOBY
mecmupoganus ATI™** ¢ xauecmee memooa mepanuu 6 0s8yx KU 2-ii u 3-u ¢a3. Ilo
00beOUHEHHbIM OAHHBIM dMUX npoekmos, omeemunu Ha mepanuio 30% nayuenmos c
Koauuecmeom oOnacmuvlx kiemox 8 KM menee 5%. B cumyayuu PAKC unu PAUB
8EpOSIMHOCMb 0OMeema He3Hauumenvha. B pezynomame epynna nuskozo pucka no IPSS,
eunoxnemounsiti KM no oanueim cucmonocuueckoeo ucciedosanus, HeboIbuiol nepuoo
npeowecmsyrouelt. mpancgyzuonnou mepanuu u sxcnpeccus HLA-DRIS aensaiomcs
Gpaxmopamu  eepoamnoco omeema na HCT. Haunyuwue pe3yremamsi Oaem
komounuposannas mepanus ATI™** u [[CA.

Ha ocnose umerowuxca oannvix, kombunupoganuyro UCT ¢ nomowwio ATI** u opanvrozo
npuema L{CA** 6 meuenue 6 mecayes ciedyem paccmampusams 8 kawecmeae blo6opa OJist
nayuenmos ¢ MJ[C, xonuuecmeom oaacmuulx kiemox ¢ KM menee 5%, nopmanvHvim
KApUOMunom uau mpucomue 8 XpoMOcoMbl, 2eMOMPAHCPYIUOHHOU 3ABUCUMOCTBIO
MeHee 2 iem, Komopble He AGIAMCA KAHOUOAmamu Ha 1edeHue pocmosblMi (pakmopamu,
unu mepanus KOMOPbLIMU OKazaniacb Hesdggexkmusnou, ¢ eenomunom HLA-DRI15,
munumanvrvim ITHI -knonom.

Ha ocnosanuu onvima poccutickux uccie008amenbCKux yYenmpos npeocmasisaemcs

B03MOICHBIM peKOMeHO08amb nposedenue monomepanuu LICA** dns moii oce kamezopuu
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nayuewmos, a makxoice NAYUeHmam ¢ Oaa2oNpusmHbIMU BAPUAHMAMU KApUOmMuna u
mpucomueti 8. [lposedenue UCT nayuenmam ¢ MC modxcHo navunams ¢ HA3HA4eHUs
L[CA** 6 0oze 5 me/ke/cym eHympb, pazdenus 003y npenapama na 2 npuema. Ilpu ezo
HeagpexmusHocmu 6 meuenue 3—6 mecayes, yerecooopasno nposeoenue kypca ATl 6
003e 20 me/xe/cym 6 1—5 OHu 6 ude OnumenbHOU 8HYMPUBEHHOU UHDY3UU C NOCTEOVIOWUM
go300no6nenuem npuema L{CA**. BozmooicHbim apuanmom nedeHus A6isaemcs Havanio
mepanuu ¢ 6gedenuss ATI** 6 doze 20 me/ke/cym 8 meuenue 5 OHell ¢ NOCAEOVIOWUM
nasnauwenuem L{CA. IIpu omcymemesuu s¢pgpexma om komounuposanuou UCT 6 meuenue
6-9 mecayes u omcymcmeuu npozpeccuu 3a001e8anus 8 uoe yeeruyeHus OnaACmHbIX
K1eMOK U NOAGNEeHUS HOBbIX YUMOLEHEeMUUECKUX USMEHEHUlU, B03MOMCHO GblNOTHEHUe
cnienskmomuy unu nosmoproz2o xkypca ATI**. Obwas onumenvHocmes mepanuu 07s
nayuenmos, omeemusuiux na L{CA**, donxcna cocmaename ne menee 24 mecsayes. UCT
Haubonee onpasoana npu 2UNONIA3UU KPOBEeMBOPEHUS UL HEPABHOMEPHOLL KIeMOYHOCMU
¢ yuacmkamu eunonaazuu uiu anaazuu KM. Ilpu MJC-UB-1 ¢ 6raconpusmHvimu
AHOMATUAMU KAPUOMUNA U SUNONAA3UEl KPOBEMBOPEHUSL MAKHCE MONCEM HAZHAYAMbCSL
UCT, oonako monvko nocie koncynomayuu 6 QPedepanvHom yeHmpe.

Ipu neaghghexmuenocmu UCT u coxpanenuu 8bipasdceHHOU 3a8UCUMOCIIU OM MPAHCHY3ULL
KOMNOHEHMAMU KPOBU YenecO0OpA3HO peuleHue 80npoca O 803MONCHOCMIU BbINOEHUS
anno-TI'CK.

[Taumnentam ¢ M/IC ¢ u3onupoBaHHOM nenenuen JJIMHHOTO mieda S-i xpomocomsl (MC
¢ 5q—) mpu HEBO3MOXXHOCTU mpoBeaeHUs win HedpdextuBHocTH Tepanuu OIICII
peKkoMeHAyeTcsl TPOBEJCHHE Tepanuu JCHATUAOMUIOM™® C TEeNbl0 JAOCTH)KEHUS
MOJIOKUTETTPHOTO OTBETa, B TOM 4YHCIE M TOJHOW KIWHUKO-TEMATOJIOTUYECKOU H
IUTOTeHEeTHUECKON pemuccuu [56,91].

YpoBeHb  y0eauTeabHOCTH  pekoMeHaaumii B (ypoBeHb  /10CTOBEPHOCTH
10KA3aTeJILCTB — 2)

KommenTapuu: 6 xode nposedenuss ucciedoeanuil Ovlia OOKA3AHA BbICOKAS
aghghexmusnocms aenaruoomuda™** y nayuenmos ¢ MJIC c del(5q). Mexanusm Ooeticmeus
npenapama npu MJ]C o00vacuiemcs npamvlM Yumocmamuyeckum 6o30elicmeuem Ha
namonocudeckutl Kiox kiemoxk c del(5q) u cmumynupyrowum s¢hghexkmom 6 omuouieHuu
HOpMAanbHbIX dpumpouonsix kiemok KM. Hesasucumocms om mpancghysuii oOvina
ookymenmuposana 6 61 u 70% cnyuaeg (p >0,05). Meouana épemenu 00 oocmudiceHus
omeema cocmasuna 4—6 neoenv. Y nayuenmos ¢ MJ[C 6e3 del(5q) >¢pghexmusnocmo

HecKkoabKo Hudice — 25-21% cnyuaes.
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Ilpumenenue nenarudomuda™** naubonee onpasdano y mpaHchy3UOHHO3ABUCUMbBIX
nayuenmos ¢ MJ[C c del(5q) (maxcumym c o0OHOU O1Q2ONPUAMHOU NOJIOMKOU) ULU
yeenuyenuem uucia Onacmuelx Kiemoxk Mmenee 10% u3z epynnvl  HU3K020 UNU
npomesdicymounoco-1 pucxa no IPSS, komopvle He ssnaomces kanouoamamu Ha mepanuro
OII0 unu ne nonyuunu 3¢pgpexma om ux npumerenus. Jlenaruoomuo™** nasnauaemcs 6
0o3ze 10 me 6nympo 6 1-21 onu, kasicovie 28 ouetl. Ilpu pazsumuu kax 2emamonocuieckoll,
MAaK U He2emMamono2uyecKoll MOKCUYHOCMU Yeneco0OpazHo CHUdMceHue 003bl 00 5 me/cym
unu 10 me uepes OeHb, 6 MAKOU 003€ BO3MONCEH NOCMOAHHBIU npuem 6Oe3 nepepuviad.
OnmumanvHas nPoOOINCUMENTbHOCL MEPAnuU 1eHAIUOOMUOOM ** He onpedeneHna, HO, no
gcell 8UOUMOCTU, OOJJICHA ObIMb 02PAHUYEHA BPEeMeHeM NOBbIUEeHUsl NoKa3amelel
2eM02100UHa 00 6epXHell epaAHUYbl HOPMbL, 00 MOMEHMA HAYANA NPOSPECCUPOBAHUSL UTU
24 mecsayes obwell npoOOINCUMETbHOCMU ICYEeHUsL 8 CIYYde COXPaHsoue2ocs omeema. B
Hacmosiujee 6pemsi, BONPOCbL OMMEHbl NEeHANTUOOMUOA NPU OOCIUICEHUU CMOUKO2O
2eMamonocuieckoeo U - NOJAHO20 — YUIMO2EHeMUYecKko20  omeema  OO0NHCHbI
paccmampusamscs UHOUBUOYATbHO.

o nauana mepanuu nenanudomuoom** yenecoobpazno ucciedosams Hauudue Mymayuu
eena TP53, max kak npu ee Hanuuuu ommeueHa 6oaee KOpOmKas NPOOOJHCUMENLHOCHIb
NOLOHCUMENLHO2O OMBEma U 8bLCOKAS 6eposimHocmb npozpeccuu ¢ OJ1.

[Marmentam ¢ MIIC-Ub nnun MJIC 6e3 Ub ¢ HebnaronpusTHBIMU aHOMaTUSIMU KapUOTHIIA,
KOTOpBIC TIPH CTPATU(HUKAIIMHA OTHECEHBI K TPYIIIE IPOMEKYTOUYHOTO-2 ¥ BEICOKOT'O PHCKa
o mkaste IPSS u rpynmne npoMexkyTOYHOT0, BEBICOKOTO M OY€HB BRICOKOTO PHCKA IO TIIKaJIe
IPSS-R (cm. pa3men 7.1 maHHBIX PEKOMEHIAINH) T TOCTHIKCHUS PEMUCCHUH WK IPYTOTO
MOJIOKUTETIFHOTO OTBETA PpEKOMEH/AYyeTCcsl IPOBE/IEHNE TepATui aHAJIOTaMU TUPUMUINHA
— azanuTUARHOM™ * min nenutadbunom [92-96].

YpoBeHb  y0eqUTEIbHOCTH  pekoMeHaaumii A  (YpoBeHb  10CTOBEPHOCTH
0Ka3aTeJILCTB — 1)

Kommenrapuu: asayumuoun™** u odeyumabun omHocamcs K OPUSUHATGHOMY KAACCY
XUMUOMePanesmu4ecKux npenapamos — 2UNOMemuIupyIOuWuUx a2eHmos uiu UHeUOUmMopos
JHK-memunmpancgepasvi, epmenma, omeeuarwe2o 3a MeMUIUpOBaHUe 6HOBbL
cunmesupyemoti /[HK.

B ceeme omcymcemesust npamuix cpagHumenbHsix uccie008aHull Mexicoy asayumuounom™*
U 0eyumaOuHOM HEBOIMONCHO COeNaAMb OKOHYAMENbHBIU GbIBOO O NpeuMyuecmse mozo
unu 0pyeo2o npenapama.

Azayumuoun™** naznauaemcs 8 HECKONbKUX PEHCUMAX:

75 me/m? nookoorcno 1 paz 6 cymxu 1-7 Onu xascovie 28 Oueii unu
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75 me/m? nookoxcno 1 paz 6 cymrku 5—2—2 (npenapam esooumcs 1-5-ii u 8—9 onu kypca,
6-11 u 7-1i OHU — nepepwvig) Kadicovie 28 OHell — SMOM PEeAHCUM MOICHO UCNOTIb30BANb NPU
JleYeHuU 8 OHeGHOM CMAYUOHAPEe NPU HEGO3MOICHOCU 86€0EHUsI NPENAPaAma 6 6bIXOOHbIE
OHU, 8 MAKOM ClyHae HAYUHamby Kypc yeanecoooOpazHo ¢ NOHeOeNbHUKd, Uil

75 me/m? nookoocno 1 paz 6 cymru 6 1-5 Onu kascovle 28 Oueii wunu

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

Haubonee npeonoumumenvHbvim a61semcs 7-OHe8Hblll Kypc mepanuu a3ayumuounom™*,
Ilpu omcymcmeuu npoepeccuu 3abonesanus 3@gekmusnocms mepanuu HeoOXo00UMO
oyenusams nocie 4—6 xypca (Koauuecmeo pexomenoyemvix Kypcog — munumym 6). Ipu
nonodcUmenbHoM omeeme (NOIHASA, YACMUYHAA UIU KOCMHOMO320845 DPEMUCCUS,
2emamono2uieckoe yaydueHue) mepanuio ciedyem npoooadCums 00 MOMEHma pa3eumusl
BbIPAJNCEHHOU  SUNONIA3UU  KPOBEMEOPEHUs UlU  npozpeccuu  3abo01esanus, npu
omcymcmsuu 3gpgexma unu npoepeccuu NOKA3aHa cMeHa maxkmuKuy mepanuu.
Jeyumaburn MONCHO UCNONB308aMD 8 2 PEAHCUMAX B6EOCHUA!

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

Ilpu omcymcmeuu npocpeccuu 3aboneeanus d¢gexmusHocms mepanuu ciedyem
oyeHueamv nocie 4 Kypcog (Koauuecmeo peKOMeHOYeMblX Kypcos OeyumaduHa —
munumym 4). Ilpu nonosxcumenvHom omeeme (NOAHASA, YACMUYHASL UTU KOCIMHOMO320805
pemuccus, 2emamoiocuieckoe yiydulenue) mepanuo ciedyem npoooariCums 00 MOMeHmMa
PA3BUMUSL BLIPANCEHHOU SUNONLA3UY KPOBEMBOPEHUSL UNU NPOSPECCUU 3A001e8AHUS.
Bonpoc o cpokax okonuanus onumenvHou mepanuu 2uNOMemuIUpYIOWUMY npenapamamu
oe3 evinonnenus anno-TI'CK oxonuamenvho He peuwieH U HAXOOUMCA HA CMAOUU
00CyIHCOeHUSI 8 MEHCOYHAPOOHOM 2eMaAMOI02ULeCKOM Ccoobujecmae.

[Marmmentam ¢ M/IC u3 rpymibl MpOMEXyTOYHOTO-2 U BEICOKOTO pucka 1o mkaine IPSS u
W3 TPYIIBI MPOMEKYTOYHOTO, BEICOKOTO U OYE€Hb BBICOKOTO pucka mo mkaie IPSS-R B
KayecTBE WHAYKIIMOHHOW Tepanmuu TpH HEIPPEKTUBHOCTH  HHU3KOJO3HOH WU
crangaptHor XT npu nporpeccun MJIC pexkoMeHayeTcst IPOBEIEHUE Kypca MaJIbIX 103
#uurapabuHa®™* u #umapyOuuumHa** ¢ rMIOMETHIMPYIOUMM MPaiMUHIOM JeluTaduHa
WIM a3alUTUANHA™* C 1EeNbI0 OCTHKEHUS IMOJIOKUTEIBHOTO OTBETa, B TOM YHCIE U
MOJTHOM KJIMHUKO-TeMaToJIOTn4ecKoit pemuccuu [97,98].

YpoBenb  yOeaurTenbHocTH  pexkoMeHaauumid C  (YypoBeHb  /10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 4)
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KommenTapuu: nposedenue IIXT no npoepammam nevenus OJI y nayuenmos ¢ MJC
conpogodcoaemcs. ymepenHou 3¢phekmusHocmvio, OIUMENbHLIMU MUETOMOKCULECKUMU
aAcpaHyioyumo3amu,  BblCOKOU paHuel JemanvHocmoelo (~20%) u  HebonbWION
npoooIACUMENLHOCIbIO pemuccuu. 1 unomemunupyrowuti npaumMutne nepeo Kypcom Maavix
003 #yumapadbuna™* u #uoapyouyuna™* yeeruuusaem anonmo3s 6 ONYxoiesvlx Kiemxax u
npuU8OOUmM K Y8EeIUUEHUI0 YUMOMOKCUUEeCK020 d¢hdexma Ha nelukemuyecKue KiemKu.
Beposmnocmv oocmuocenuss IIP y nayuenmos ¢ MJJC u3 epynnel neO1a2onpusmuozo
pucka cocmasnsiem 40-60%, npu nesvicoxoil panHeil 1emaibHOCHU.

B @I'BY «HMUIL] cemamonocuury M3 P® paspaboman u 6HeOpeH 8 KIUHUYECKVIO
npaxmuxy kypc Aza/Dac-lda-Ara-C: azayumuoun** 75 me/m? nooxkoacro 1 paz é oenw uiu
deyumabun 20 me/m? enympusenno 1 paz é 0env 1-3 onu, #yumapabun** 10 me/m? 2 paza
6 0erb no0KoAHCHO 4—17 Onu, #udapybuyun™* 3 me/m? enympusenno 1 pas 6 dernv 4—10 Onu.
1pu pazeumuu annazuu Kpo8emMeEoOpeHUs, MANCEIbIX UHDEKYUOHHBIX UTU 2eMOPPALULECKUX
OCNIOJCHEHUIl 803MOJICHO YKopoueHue Kypca 00 10 Owneil obwell npoooicumenbHoCmu
(Hyumapabun** esooumcs 6 meuenue 7 oueu 6 4—10 onu, #uoapyouyun** ¢ meuenue 5
oneit — 3-8 onu) [99].

Oyenxa 3¢hpexma npu omcymcemesuu npoepeccuu 3a0071e8aHUsL OCYUeCmasiemcs nocie 2-
20 Kypca mepanuu uepes 28—35 Owuetl nocie okoHuanus kypca. Ilpu oocmuocenuu [IP
nposooam 2 kypca koncoauoayuu KMP no moti sce cxeme. [layuenmam, y Komopulx ecmo
HLA-cosmecmumbiii 0onop, Heobxo0umo kak modxicHo panvuie evinoanams anno-11'CK.
Ilpu nesosmodcnocmu gvinonnenus anno-TI'CK noodepocusarowyio mepanuro Aza/Dac-
Ara-C nposoosim ¢ meuenue 2 nem (Cm. Ipunoscenue A3.1) [99].

[Marmentam ¢ MJIC-Ub npu HOpMalbHOM KapHUOTHIE WU OJUHOYHBIX aHOMAaJIMSIX U3
TpyNIbl OJaronpHATHOTO WM MPOMEXKYTOYHOTO PUCKA PEKOMEHAYeTcsl ¢ JiedeOHOM
IIEJIBIO TTPOBEICHUE Kypca MallbIX 103 #iutapadbuna** (MJIL]) [100].

Yposenb  yOenurTenbHocTH  pekoMenpgamumii C  (ypoBeHb  J10CTOBEPHOCTH
J0KA3aTeIbCTB — 4)

Kommenrtapuu: neuenue MJ[L] 3a npederamu P® nposoosm ¢ meuenue 14 oueii. B P®
OaHHAsL mepanus 4acmo UCNOIb3Yemcs 8 Kauecmee Memooa 6bloopa y NayueHmos
cmapute 60 nem ¢ MIC-UB-1 u UB-2 npu nopmo- unu eunepkiemoynou mopgonocuu KM.
Obwenpunsmoim 8 PO pescumom ucnonvzosanus M/{L] aersemcs nasHauerue npenapama
6 0oze 10 me/m? (wawe 20 m2) 2 pasa é Oenv nooxodxucro & meuenue 21-28 omeii [1].
Beposmnocmv oocmuoicenuss IIP y nayuenmos ¢ PAUB-2 cywecmeenno eviuie, eciu
onumenbHocms Kypca Ovinia He MeHee 23 Owueu. QOOHapydiceHue, NO OAHHBIM

mpenaHo6u0ncuu KM 2uno- ujiu  anjiasuu KpoeemeopHoﬁ MKAHU  nomooatcent
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CKOPPEKMuUpo8ams 8b100p mepanesmuyecko2o nooxooa: oaumenbHocms mepanuu ML
Modicem Ovimb ymenvuiena 0o 10-14 ometi (u ooza Hyumapabuna™** mooicem Ovimo
peoyyupogarna 0o 10 me 2 paza 6 denv) Hnmepsanvt mescoy yuxiamu cocmagnsiom 28—30
OHell, a mepanus nNpPo8oOUMCs 6NJI0Mb 00 NPOCPECCUPOBAHUS UIU NOSABNIEHUS NPUSHAKOS
Henpuemiemou mokcuuHocmu, Ho He Oonee 3 qem. Illpumenenue MJL] naubonee
YenecoobpasHo y NAyueHmo8 ¢ HOPMANbHbIM KAPUOMUNOM UIU C ONAONPUATMHBLIMU
abeppayusmu [1]..

[Tarmentam ¢ MIC-MUB-2 momnoxe 45 5er npy HEBO3MOXHOCTU MPOBEACHUS TEpAIUU
TUIOMETHWIMPYIOIIMMU MpenapataMu peKoMeHyeTcsl IPoBeIeHre Kypca HHYKIIMOHHOM
Tepanuu 1o nporpammam OMJI ¢ ucnonb3oBaHHEM Pa3IMYHbIX COYETAHUH CIEAYIOLUX
IpenapaToB: #UuTapaOuH**, #unapyOounuH™*, #MUTOKCAaHTPOH™*, #MepKanTomypun™*,
#punrpactum®* (cMm. [pwioxkenne A3.1, a Takke cM. MPOPUIBHBIE PEKOMEHIAIUH 10
neuennto OMJI) [1-5,101].

Yposenb  yOenurteqnbHocTH  pekoMengauuii C  (ypoBeHb  JIO0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

[Nanmentam ¢ MIC-Ub npu HOpMalbHOM KapUOTHUIIE U TUIIOIUIA3UU KPOBETBOPEHHUS B
Bo3pacte crapuie 70 JeT Hpu HEBO3MOXKHOCTU NPOBEACHMSI IPOrpPaMMHOM Tepanuu
PEeKOMeHAyeTCsl TPOBEICHUE Kypca HU3KHX 03 #wmendamana** 2 wmr/meHp s
JTOCTHXKEHUS MMOJIOKHUTEILHOTO OTBETA, B TOM YHCIIe U MOJHO# pemuccuu. [102,103]
YpoBenb  yOenurTenbHOCTH  pexkoMeHaaumid B (ypoBeHb  [10CTOBEpHOCTH
JI0KA3aTeJIbCTB — 3)

KommenTapuu: ucnonvzosanue manvix 003 meagparana™** ovino ucciedo8ano 8 08yx
NPOCNEKMUBHBIX KO2OPMHBIX —UCCIe008AHUSX, KOMOpbvle CYMMAapHo exkawyanu 29
nayuenmos ¢ MJ[C evicoxoeo pucka. Obwuii omeem npu smom cocmaeun 38—40%,
ommeyanacb MUHUMAIbHAs MOKCUYHOCMb. Bepoamnocms omeema na mepanuio 6vina
camoti 8blCOKOU y nayuenmos ¢ 2unokiemounvim KM, usbvimkom 61acmoeé u HopmManbHbiM
Kapuomunom.

[Tamentam ¢ MJIC-Ub B Bo3pacte crapuie 70 JieT IpU HEBO3MOXKHOCTH NPOBEACHHUS
MPOrPaMMHOIM  Tepanmuu PeKOMEHAYyeTcsl TMPOBEICHHWE NAUTHATUBHOW  Tepamuu
#mepkantonypurom** [1,2].

YpoBenb  yOeaurTeqabHocTH  pexkoMeHgauuii C  (YypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapun: y nayuenmose ¢ MJC, npomexaowum ¢ 01acmo30M, BO3MOICHO
ocywecmenenue mepanuu mepkanmonypurnom**. Ipenapam nazuauaiom é 0oze 60 me/m?

8HYMPb 3a 2 npuema 8 NOCMOAHHOM pedcume C KOppeKyuell 003bl Ul OMMEHOU Npu
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paseumuu enyéoxoii yumonenuu. Tpu crudicenuu yucia netikoyumos menee 3,0x10%n
0oza npenapama cuusicaemcs na 25%, menee 2,0x10%1 — na 50%, a npu nadenuu 0o
yposns menee 1,5x10%n ommensemes 0o éoccmanoenenus noxazameneil, K020d i1e4eHue
MOdICHO — OyOoem  80300HO6umb.  Tepanus  mepxanmonypuHom™*, — kax — npasuo,

PACCMAMPUBaemcs UCKIIOYUMENbHO 8 Kauecmeae Nauiuamusio2o nooxooa [1,2].

[Mammentam ¢ MJIC w3 rpynmsl  NPOMEXYTOYHOro-1 pucka, IMpu HaJIUYUU
HEOJIaronpUATHBIX aHOMAIMHA KapuOTUIA, TPOMEKYTOYHOT0-2 MM BBICOKOTO PHCKA IO
mkane IPSS win u3 rpynmnsl MpoMeXyTOYHOT'O, BBICOKOTO U OY€Hb BBICOKOTO PHCKa MO
mkane IPSS-R (cMm. pasgen 7.1 maHHBIX peKoMeHAanmii) B Bo3dpacte <60-65 ner, mpu
OTCYTCTBUH TSDKEJIBIX COITyTCTBYIOIIMX 3a0osieBaHuil, a Tarke nmanueHtam ¢ MJIC 6e3
n30bITKa OJIACTOB W3 TPymIbl OpoMexyTouHoro-1 pucka mno mmkane IPSS wu
MPOMEXYTOUYHOro pucka mo Imkane IPSS-R monoxe 40-50 ner, pe3sUCTEHTHBIM K
MPOBOAMMON TEpaNuU, C BHIPAKEHHOW 3aBHCHUMOCTBIO OT TpaHC(hy3uil KOMIOHEHTaMU
KpoBH, pekoMeHayercsi nposeaeHue amio-TT'CK ¢ wenpro JOCTHXKEHHS IOJIHOTO
ouonoruyeckoro uznedenus [104].

Yposenb  yOenurTenbHOCcTH  pekoMeHgamuii C  (ypoBeHb  JIO0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenrTapuu: pexomenoayuu no nposedenuro anno-11'CK y nayuenmoe ¢ MJC
onuparomcs. Ha NPOCNeKMUBHvle PAHOOMUBUPOBAHHbIE U HEPAHOOMUSUPOBAHHbIE, a
maxaice epynnosvie KU. Ilo oannvim MescoynapooHo2o pecucmpa no mpaHcniaumayuu
kocmHo2o mozea (IBMTR), ocnosannom Ha ananuse pe3yivmamos aederus 387 83pocivix
nayuenmos ¢ MJ[C, xomopwvim Ovina evinoanena anno-11'CK om HLA-udenmuunoeo
cubuH2a, KYMYIAMUBHASI CMEPMHOCMb, C8A3AHHAA C mpaHcnaanmayuetl, cocmaeuna 32%
6 meyenue 1 200a u 37% 6 meuenue 3 nem, KyMyIAmMueHas yacmoma peyuousos 17% u
23%, OB — 53% u 40% coomeemcmeenno. Konuuecmeo onracmuuix knemox ¢ KM u puck
no IPSS nokazanu obpamuyto 3a8ucumocms ¢ 6e3peyuoUBHOU BbIHCUBAEMOCHbIO NOCIIE
mpancniaumayuu. Beixcusaemocmos 06e3 npocpeccupo8anus y nayuenmos u3 2pynnvl
HU3K020 Ui npomedicymouno2o-1 pucka no wixane IPSS 6 meuenue 5 nem cocmasuna 60%,
npomesncymoyno2o-2 — 36—44% u evicoxoeo pucka — 28-30%.

Onmumanvuvie cpoxu 0 evinoanenus aino-TI CK om HLA-coemecmumozo ooHopa npu
MJIC onpedenensvt 6 ananuze kiunuveckux peutenuii IBMTR. B smom uccreoosanuu 6vi10
NOKA3aHO, YMO NPOOOINCUMENLHOCTb JHCUSHU ) NAYUEHMO8 U3 2PYNNbl HUKO20 WU
npomedxcymounozo-1 pucka no wxane IPSS Ovina eviue, koeoa mpancnianmayus Ovlia
OMCpoueHa 80 8pemenu, HO 8bINONHANACL 00 mpanchopmayuu ¢ OMJIL. Hanpomus, 0ns

nayuenmoe us zcpynn npozvzeofcymowozo-Z U 6blCOKO2O pucka uUMEeHHO HeMeOoNeHHAs
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MPAHCHAAHMAYUS CYWECMBEEeHHO Vyuuiaem nokasamenu gvlocueaemocmu. Ilpueneuenue
HEPOOCMEEHHO20 OOHOpA 6 Ciyyde OMCYMCMEUs coemecmumozo no cucmeme HLA
POOCMBEHHO20 OOHOPA He NPUBOOUM K YBETUYeHUIO TeMalbHOCTU.

Puck 3abonesanus 6 coomeemcmeuu ¢ IPSS, 6o3pacm u uanuuue conymcmeyrouel
namonoauu, oyenennvle no unoexcy komopouonocmu TI'CK (HCT-Cl — cm. IIpunoswcenue
13 [105]) ssnsaiomes naubonee 3HAUUMbIMU KIUHUYECKUMU OAHHBIMU NPU PACCMOMPEHUU
sonpoca o npogedenuu nayuenmy auno-11 CK.

IIposedenue anno-TI'CK 00a21cH0 Obimb coMeCmMHbIM peulenuem 8padd, nayueHma u e2o

CéMblUl, NOCKOJbKY UX OMHOUWERUE K PUCKY ABIAEMCA onpedeﬂmou;ww.

3.2. ConpoBoaNTEILHAA TEPANUSA

Bcem nannentam ¢ MJIC npu npoBenennn XT pekoMeHAyeTcsl € 1ENbI0 MPOPUITAKTUKA
TOIITHOTHI ¥ PBOTHI BBEICHUE MPOTHBOPBOTHBIX mperaparos [106].

YpoBeHb  y0eauTelbHOCTHM  pekoMeHaauuii B  (ypoBeHb  10CTOBepPHOCTH
A0KA3aTeJbCTB — 3)

Bcem mnamuentam ¢ MJIC npu mnpoBeaeHMM UHAYKUMOHHBIX KypcoB XT s
npoHUIaKTHKY TUIIEPYPUKEMHH PEeKOMEHIyeTcsl preM ajutonypunoiaa** [107].
YpoBeHb  y0enuteabHOCTH  pekoMenaaummii C  (YypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Bceem nammentam ¢ M/IC npu pazButuu (eOpuiibHONW HEHUTPOIIEHUU PeKOMEHAyeTcsi
HCII0JIb30BaTh B KaUe€CTBE aHTHOMOTHUKOB NEPBOM JTMHUU Lieponepa3oH + cynbOakTam™*,
MUIMEpalWUIMH + Tazo0akTam,  nedpemum™*,  nedrazumum™*  mus  KynupoBaHHS
UHQEKIHOHHBIX ocoxuenui [108,109].

YpoBenn  y0enuteabHocTH  pekoMenaammii C  (ypoBeHb  10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrapuu: npu wnesgpgexmusnocmu anmumuxpodouou mepanuu 1 jaunuu ee
MOOupurayuro HeobXo0UMo NPOBOOUMb C Y4emom OAHHBIX NPOBEOeHH020 00CNIe008AHUSL
(KT, muxpodbuonocuueckue ucciedosanus u m. 0.). Haznauenue xapbanenemos 8 kauecmee
AHMUOUOMUKOB NEP8020o Imana npu ¢ebpunrbHol HeumponeHuu 060CHO8AHO Y NAYUEHMO8
C cenmuy4eckuM WOKOM, a Makice 8 KIUHUKAX, 20e 8 IMUOL02UuU UHgexkyuti npeobaadarom

9Hmepobakmepuu ¢ npooykyuel bema-raxmamas pacuupennozo cnekmpa (bJIPC).

Bcem mnanmentam ¢ MJIAC npu nposeneHun kKypca ATI**  pexomenayercsi
npodunakTuyeckuil mnpueM aHTUOAKTEPHAIbHBIX M MPOTUBOIPUOKOBBIX IIPENapaToB

[110].

48



YpoBenb  yOenutenbHOCTH  pekoMeHaanumii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)
Kommenrapuu: npu nposedenuu xypca ATI™** pexomenodoean npoguraxmuueckuii

npuem 480 me/cym #rxo-mpumoxcaszona™*, 200 me/cym gaykonazonra**.

Bcem mammentam ¢ MJIC ¢ 5q— € TtpombGomuramu >200x10%m mpu mpoBeaeHHH
UMMYHOMOJIYJIHPYIOMICH TEpanuu JICHATUAOMUIOM™* peKOMeHAyeTcsl TPOBEIACHHE
AQHTUATPETAaHTHON TEpanmuu B CBSI3U C BO3MOXKHBIM Pa3BUTHEM TPOMOO3a IIyOOKHUX BEH
[111].

YpoBenb yOeaurTeqabHocTH  pexkoMeHaauuid C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenrTapuu: npu ykazanuu na nanuvue mpomO0308 6 anamHese 1enecoobpasHo
oobasieHue awmuxoazyisiHmuou mepanuu. Ilpu nposedenuu UMMYHOMOOYIUpYIOUel
mepanuy mpomoOoOmu4eckKue OCI0NCHEHUsT MO2YM pPAa38UBAMbCs He MOJbKO 8 Haudje
mepanuy npu mpomoOOYumo3ax, HO U Npu NOBLIUEHUU 2eMO2I00UHA 00 HOPMATbHBIX

3HAYEHUU.

Bcem mannentam MJIC nepen BbIONIHEHHEM TpaHC()Y3UH KOMIIOHEHTOB KPOBH C LEIbIO
npopUIaKTUKU  [UTPATHBIX W  JPYTHUX peakluuid  peKOMeHIyeTcsl BBEACHHE
AHTUT'UCTAaMHUHHBIX [PCapaToB OJHOKPATHO B AO3HUPOBKAX B COOTBCTCTBHU C
HUHCTPYKIMSIMH 110 TPUMEHEHHIO COOTBETCTBYIOIIUX Tpernaparos [61].

Yposenb  yOenurtenbHocTH  pexkoMengaumii C  (ypoBeHb  1OCTOBEPHOCTH

J10KA3aTeJILCTB — D)

Bcem mamumentam ¢ MJIC, y KOTOpBIX BBISIBI€HBI MPU3HAKH aJJIOCEHCHOWIM3AINH,
peKoMeHxyeTcs epeTuBaTh KOHIIEHTPATH TPOMOOIIUTOB 110 UHIMBHUIYaIbHOMY MOJI00pY
1St TOBBIeHHS YQekTuBHOCTH Tpanchysui [112].

Yposenb  yOenurtenbHocTH  pekoMeHpgamumii C  (ypoBeHb  JI0CTOBEPHOCTH
J10KA3aTeJILCTB — D)

KommenTapuu: npeodonenue annocencubunuzayuu y nayuenmos ¢ MJI[C mpebyem
KOMNAEKCHO20 N00X00d, KOMOPbIL NOMUMO UHOUBUOYANbHO20 NO0OOPA MPOMOOYUMO8
gKnIOUaem 8 cebs 6vinoaHeHue nededOnvlx niasmagepesos (4—5 ceamncos c sameujenuem

anbOYMUHOM) ¢ nocieoyouell mpancgysuei 60abuux 003 mpomooxkoHyeHmpamos (12—

16 003).

Bcem mnammentam ¢ MJIC, cocTosHME KOTOpBIX MPEMATCTBYET JOCTATOYHOMY

€CTCCTCTCHHOMY  IIUTAHUIO, PEKOMEHIAYETCHA obecrnieucHue SHEPTCTUUCCKUMU U
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TUTACTHYECKUMH CyOCTpaTaMu 3a CYET SHTEPATBHOTO W/WIN MapeHTEPaTbHOTO MUTAHUS
[113,114]

YpoBenb  y0eauTeJbHOCTH  pekoMeHaaumii B  (ypoBeHb  [10CTOBepHOCTH
JA0KA3aTEJbCTB — 2)

KommenTrapumn: nedocmamounocmev numanus — omsaeowarowuil  gakmop npu
nposedeHuu  yumocmamudeckou mepanuu u anno-11'CK.  Obwasa cymounas
anepeemuyeckas émxocmv 11 u Il y nayuenmos cmapuie 18 nem paccuumoviéaemcs Ha
UOEANbHYI0 MAcCCy meld, 8 MOM YUCLe NPU HATUYUU ONCUPEHUS], CO2LACHO VPABHEHUIO
Xappuca-beneouxma (25-30 xxan/ke, oenox 1,2-1,5 e/ke/cym), a maxace ¢ yuemom
KO2(hhuyuenmos, noLIUAIOWUX UTU NOHUNCAIOWUX IHepeemudecKue NnompeoHoCmu
opeanuszma, nanpumep npu PTIIX xuweunuxa — denox 1,5-2,0 2/ke/cym u xoauvecmea
ecmecmeenHo2o numarnusi. Kpumepuem ommenvl HYymMpuyuoHHOU mMepanuu seisemcs
80CCMAHOBNIEHUE ecmecmeenHo20 numanusi oonee 60% om HeOOXOOUMbBIX CYMOUHBIX
nompebnocmeti @ meuenue 3-xX NOCI€008AMeENbHbIX OHEll.

Bcem nanumentam ¢ MJIC BBeneHue ITIIOKOKOPTUKOUJIOB PEKOMEHAYeTCsl TOJIbKO IPU
Pa3BUTUH TSHKEIBIX )KU3HEYTPOXKAIOIINX cocTosiHmiA [115].

YpoBenb  yOenurTeabHOcTH  pekomeHaaumii C  (ypoBeHb  10CTOBEPHOCTH

A0KA3aTeJbCTB — 4)

3.3. Xupypruueckoe jJe4eHue

[Tanmentam ¢ M/IC 13 rpynmnel HU3KOTO pucka (cM. pa3aen 7.1 TaHHBIX peKOMEHIalNi) ¢
runorviasueil kposeTBopeHus: npu orcyrctBuu 3ddexra or MCT mnm nmanmentam c
MpHU3HAKaMU ayTOMMMYHHOM aHeMHUHU WM TpomboruTonenuu B couetanuu ¢ MJIC, unu
narueHTam MJIC ¢ yBenMueHHBIMU pa3MepaMu CENe3eHKH C JIeYeOHO-IMarHOCTUYECKOM
[EJIbI0 PEKOMEH/IYeTCsl BBITOJHEeHUE cruieHdkTomun [1,116].

YpoBens  ybOenutTeabHOcTH ~ pekoMmeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
J0KAa3aTeJIbCTB — 4)

Kommenrtapuu: cnienskmomus y nayuenmos ¢ MJ[C 6 cmpanax EC npumensemcs peoko,
8 OCHOBHOM Yy NayueHmog c 2ayookol mpombooyumonenuel. B P® nakonnen onvim
svinonHenus: cnaensxkmomuu y 33 nayuenmos ¢ MJIC. Yawe onepayusi nposoounrace npu
2UNONNA3UU KPOBEMBOPEHUS N0 OAHHLIM 2ucmonoaudeckozo uccieooganus KM (75%). B
16 (48%) crayuasax 0o cnaenskmomuu npogoounace komounuposannas UCT. B 6 (18%)
CIYYasx OOKYMEHMUpPOBAHO Yeeludenue pamepos cene3eHku 6Oonee 15%8 cm. Kak
aghghexm om nposedenus cnaenskmomuu y 16 (48%) nayuenmos ommeyeno crudicenue

3a6UCUMOCIU OM 2eMOMPAHCEY3ULL.
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Cnienskmomuio dicelamesibHo 8bINOJIHAMb JanapocKkonudecKkum 006‘7’)’1)/7’10/!/1.

Cnez[yeT Y4CCTh, YTO Yy MMallUCHTA MOT'YT OBITh HECTAaHJAPTHBIC IPOSABJICHUA 60J163HI/I, a
TAKXC COUCTAaHUC KOHKpCTHOfI 0oJIe3HU C APYIruMH MaToJOrussMu, 4TO MOKET JUKTOBATH
J€4yalmeMy Bpady UBMCHCHUS B aJITOPUTME BBI60pa OINTUMAaJIbHOM TaKTUKH JUAardHOCTHKHU 1

JICUCHMU.

4. MeIlI/I]_[HHCKaﬂ peaﬁnﬂnTaunﬂ, MEAUIMNHCKHC IIOKA3aHUA 1

NMPOTUBONOKaA3aHUA K IPUMECHCHUIO METOA0B peaﬁnnnTauun

Bcem mamumentam ¢ MJIC pekoMeHayeTcss TPOBEICHUE MEIUIUHCKOW peaOWIIMTaINH,
KoTopasi BKJIIOYaeT B ceOs d3pdexTuBHYr0 00€300JIMBAMOIIYI0 TEPAIHIO, HYTPHUTHBHYIO
MOJIICPIKKY, 0OecrieueH e IICUXO0JI0THYECKOT0 OIaronorydns 1 MaKCHMalbHO BO3MOKHOE
¢busnveckoe GyHKIMOHUPOBAHUE HA BCEX JTAlax JICUCHHUS U TOICPKUBAIONICH Teparuu
[117].

YpoBeHb  y0enuteabHOCTH  pekoMenaanmii C  (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KommenTapuu: veouyunckas peabunumayus npu nrevenuu nayuenmos ¢ M/{C aensemcs
yacmoio nooodepoicusarouett. mepanuu, HANPAGLEHHOU HA YMEHbUICHUE OCTLONCHEHUI,
MakcumanbHoe — obecneueHue — QUUYECKUX,  IMOYUOHANbHLIX U COYUANbHBIX
nompebHocmell, YI1yuueHue Kauecmea HCU3HU NayueHmos u 4ieHos ux cemeu. Ipunyunul
peabunumayuu  00HCHbL OblMb OCHOBaHbL Ha Medcoynapoonoll  Kiaccuguxayuu
@DYHKYUOHUPOBAHUSA, — O2PAHUYEHUUl  JicU3HedesimenbHocmu U 300posbsi  (MK®),
paspabomannou BO3 6 2002 200y. [naeuvie ycnosus exmouarom —pabomy
Mynemuoucyuniunaprou opueaowl (MJ/[b), pannee nauano, nayueHm-opueHmupoB8aHHulil
nooxo0, OnumenbHoe HAONOEHUEe U NPeeMCMBEeHHOCHb N0 MeCmy JHCUMeNbCmed
nayuenma. B cocmas MJ[b npu pabome ¢ nayuenmamu, cmpadarowumu MJC, éxooam
8pay  no  Quzuyeckou peabuIUMayUoOHHOU MeduyuHe, 6pay 2emamonoe-OHKOJ02,
KAUHUYECKUU NCUXO0N02, MEMOOUC-UHCIPYKIMOP, 9p2omepanesm, MeOUyuHcKas cecmpad,
POOCMEEHHUKU nayueHma u cam nayuenm. B pesynomame ouacHocmuxu HapyweHuu
CMpYKmMyp u YHKYULl Opeanu3ma, ocpanudenuti akmueHoCmu U y4acmus nayuesmada, a
makaice oyenKu hakxmopos okpyrcaroujell cpedsbl U NEPCOHANbHBIX PaKmopos nayuenma,
BbICMABNACMC  PeaOUIUMAYUOHHBIIL  OUACHO3,  Onpedeisiemcss — NomeHyual U
pazpabamuleaemcs UHOUBUOYAIbHBIU NIAH peaburumayuy nayueHma, OCHOB8bI8AsCh Ha

KpamKoCpoUHble U OOJZZOCPOUHble yeau pea6wzumaquu.
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5. HpO(l)HJIaKTI/IKa U JUCITAHCEPHOE Haﬁ.moueﬂne, MEAUIHNHCKHE

NMOKa3aHudA U NIPOTUBONMOKA3aHUA K IPUMECHCHUIO METOI0B leO(l)I/IJIaKTl/IKI/I

Bcem mammentam ¢ MJIC pekoMeHayeTcsi TOCTOSHHOE JUHAMUYECKOE HAONIOJCHHUE Y
reMaToJjiora B TeueHue Bcei sku3uu [1,118].

YpoBenb  yOenuteqnbHOocTH  pekoMeHgaumii C  (ypoBeHb  J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommenTapuu: rpaduk aucnancepHoro HaOnroAeHUs HE oTpabOTaH, yCTaHABIMBAETCA
WHIUBUAYATbHO KKIBIM BPAuyoOM JJIsl KaKJIOTO MalMeHTa B 3aBUCHMOCTH OT BapHaHTa

M/IC, Bo3pacTa naneHTa 1 Halu4usi CONyTCTBYIOLIEH aTOJIOTUH.

6. Opranusanus oka3aHusi MeJUIUHCKOH MOMOIIH

MeauuuHcKass MOMOIb, 33 HCKIIOYEHUEM MEIUIMHCKONM IIOMOIIM B paMKax
KJIMHUYECKON ampoOanuy, B COOTBETCTBUH C (epepaibHbIM 3akoHOM OT 21.11.2011 Ne
323-@3 (pexn. ot 25.05.2019) «O6 ocHoBax OXpaHbl 30pOBbs TpaxkaaH B Poccuiickoii
®denepanum» OpraHu3yeTcsl U OKa3bIBAETCS:

— B COOTBETCTBUU C TMOJOXKEHHEM 00 OpraHU3aluu OKa3aHUS MEIULUHCKON
MIOMOIIY 0 BHJIAM MEIULMHCKON MOMOIIM, KOTOPOE YTBEPKAAETCsl YIOJHOMOYEHHBIM
¢benepaabHBIM OPraHOM HCIIOJIHUTENLHON BIIACTH;

— B COOTBETCTBHH C MOPSAIKOM OKa3aHUSI MOMOIIY MO MPO(UITI0 «TeMaTOJIOTUs»,
o0si3aTeNbHBIM JJI1 HUCHOJHEHWsT Ha Tepputopun Poccuiickoit ®enepauuu BceMu
MEAULIMHCKUMH OpPraHu3alusMu;

— Ha OCHOBE HACTOSIIIUX KIMHUYECKUX PEKOMEHALINI;

— € y4eroM CTaHJapTOB  MEIUIMHCKON  TNOMOIIM,  YTBEPKICHHBIX
YIOJHOMOYEHHBIM (eiepalbHbIM OPTaHOM HCTIOTHUTEIbHON BIACTH.

IlepBuuHas crenuanu3upoOBaHHAs MEAMKO-CAaHUTApHAas IIOMOLIb OKa3blBacTCA
BpPauOM-T€MAaTOJIOTOM M HMHBIMH BpadaMU-CIELHATUCTAMH B LIEHTpe aMOynaTopHOU
reMaTOoJIOTMUECKONU/OHKOIOTHUECKON ITOMOIIH 100 B MIEPBUYHOM
reMaToJIOrMueCKOM/OHKOJIOTUYECKOM ~ KaOMHeTe, TMEePBUYHOM  TIeMaTOJIOTHYECKOM

OTACIICHNUHU, ITOJUKIIMHUICCKOM OTACICHUN OHKOJOTMYCCKOro JUCIIaHCEpa.
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[Ipu BbIIBIEHMHM y OO0JBHOTO BoOJIOcATOKJIeTOUHOro Jeikoza (BKJI) wm
MOJIO3PEHUH HAa HETO BPAYU-TEPAIEBTHI, BPAUH-TEPANCBTHl yYaCTKOBBIC, Bpayl OOIICiH
MIPAKTUKHU (CEMEIHBIC BpauH), Bpaun-CIEIUAINUCTHI, CPEHUE METUIIMHCKUE PAOOTHUKH B
YCTAaHOBJICHHOM TOPSAKE HAMpaBIAIOT OOJBHOTO HAa KOHCYJIbTALMIO B  LIEHTP
aMOyJIaTOpHON TeMaTOJIOTHYECKOM/OHKOIOTMUYEeCKOH TOoMOIIM Ju00 B TMEPBUYHBIN
reMaTOJIOTHYECKUN KaOWMHET, TIEPBUYHOE T'€MAaTOJIOTHYECKOE OTHCICHHE MEIMIIMHCKOU
OpraHu3alMy ISl OKa3aHUsl €My MEPBUYHON CHEUUAIU3UPOBAHHOW MEINKO-CAaHUTAPHOU
ITOMOIIIH.

Bpau-remarosnor aMOynaTOpHOTO WM CTAl[HOHAPHOTO 3BEHA IeMaTOJOTHYECKON
MOMOIIM OPTaHU3YET BHIIIOJIHEHUE TUArHOCTHUYECKUX MCCIEAOBAaHUMN, HEOOXOIUMBIX JJIs
YCTaHOBJICHUS JUArHO3a, BKJIIOYasl PaCpOCTPAHEHHOCTh M CTaIMIO 3a00JICBaHUSI.

B cnydae HEBO3MOKHOCTH MPOBEICHUS JUATHOCTUYECKUX UCCIIEI0BAHUM MTAlIUEHT
HalpaBJsieTCs JieYalluM BpauOM B MEIUUUHCKYI0 OPTraHHU3alUI0, OKa3bIBAIOLIYIO
MEIUIIMHCKYI0 TIOMOIIb OOJBHBIM C T'e€MATOJIOTHYECKUMHU 3a00JICBaHUSIMUA TSI
YCTAaHOBJICHUSI JIMAarHO3a M  OKAa3aHUs  CICHHAIM3UPOBAHHOM, B TOM  YHUCJE
BBICOKOTEXHOJOTUYHOM, METULIMHCKON MOMOIIH.

[Ipu BeiBaennu BKJI wiam momgo3peHuM Ha HEro B XOJI€ OKazaHUsA CKOpPOUM
MEIWIIMHCKOW TIOMOIIM OOJIBHOTO TEPEBOMAT WJIM HAINPABISIIOT B MEIUIIUHCKUC
OpraHu3aIy, OKAa3bIBAIOIINE METUIIMHCKYIO TOMOIIL OOJBHBIM C TeMaTOJOTUYECKHUMHU
3a00JIeBaHUSAMHU, TSI OMPEICICHUS TAaKTUKU BEACHHUS W HEOOXOAUMOCTH MPHUMEHEHHUS
JOTIOJIHUTEIBHO JPYTUX METOAOB CIELUATU3UPOBAHHOTO POTUBOOITYXOJIEBOTO JICYEHUS.

Crnenunanu3upoBaHHasi, B TOM YHCIE BBICOKOTEXHOJOTUYHAS MEIUIIMHCKAS
MOMOIIb  OKAa3bIBA€TCSl BpayaMU-TEMATOJIOTAMU B  MEIULIMHCKUX  OpPraHU3alMsX,
OKa3bIBAIONINX MEIUIMHCKYI0 Tmomols OonpHeIM BKJI, wumerommx nuneH3uto,
HE00XOIUMYI0 MaTepUATbHO-TEXHUYECKYIO 0a3y, CepTU(PUIIMPOBAHHBIX CTICLIUATICTOB, B
CTAIlMOHAPHBIX YCJIOBHSX W YCJIOBHUSX JHEBHOTO CTallMOHapa W BKJIIOYaeT B ceOs
MpOoPUIAKTUKY, JUATHOCTHKY, JICYCHHUE TEeMAaTOJIOTHYECKUX 3a00JeBaHUM, TPeOyIOMUX
WCIIONBb30BaHUS CHEHUAIbHBIX METOAOB U CJIOXKHBIX YHHMKAJIbHBIX MEIULIMHCKUX
TEXHOJIOTUH, a TAaK)Ke MEIUIIMHCKYIO PeaOUINTAIINIO.

B meaumuHCKON opraHu3amuy, OKa3bIBAIOMIeH MEIUIIMHCKYIO TOMOIIb OOJbHBIM
BKJI, Takthka MEIUIIMHCKOTO OOCJIECIOBAHHS W JICUCHHs] YCTAHABJIMBACTCS BpadaMu-
reMaToJIOraMy ¢ MPUBIEUYCHUEM MPU HEOOXOAMMOCTH IPYTUX Bpauei -CIIeIHaluCTOB, IPH
HEOOXOMUMOCTH — C TPOBEACHHEM KOHCUIMyMa. PellieHHMe KOHCHWIMyMa Bpadei
opopMIIsieTCsT MPOTOKOJIOM, TOMUCHIBAETCS YYAaCTHUKAMH KOHCWJIMyMa Bpadyel u

BHOCHUTCS B METUIIMHCKYIO TOKYMEHTAITUIO0 OO0JBHOTO.
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[TokazaHusga K rocnuTaau3alMd B KPYIJIOCYTOYHBIM WJIM JHEBHOM CTallMOHAp
MEIUIMHCKOW OpraHu3alii, OKa3bIBAIOLIEH CHELMATU3UPOBAHHYIO, B TOM 4YHCIIE
BBICOKOTEXHOJIOTUYHYIO ~ MEIUIIMHCKYI0 [OMOINb 0 NPO(UII0  «OHKOJIOTHS
OTPEAEISAIOTCA BPAaYOM-ITeMaTOJIOrOM/KOHCUIIMYMOM Bpaueld ¢ TpUBJICYECHUEM IPU
HE00XOIUMOCTHU JAPYTUX Bpayeii-CcrielnaIicToB.

Iloxa3anus 11 NJIAHOBOM IOCIIMTAIN3ALUH
1. OGcnenoBanwue ¢ 1enpio Bepudukanum auarsosa MJIC y mamueHTa ¢ mogo3peHueM Ha
MJIC, npu HEBO3MOXKHOCTU 00ciIe10BaHUS B aMOYJIaTOPHBIX YCIOBUSX.
2. Jlmarnoctuka pemumuBa MJIC, ycyryOneHus aruiasum  KpOBETBOPEHUS — WIIH
tpancopmanuu B OJI.
3. IIposexenue ouepennoro kypca MCT wmmm XT B ycCnoBUSIX KpPYTIOCYTOYHOTO JHOO
JTHEBHOT'O CTallMOHApa.
4. BbpINOIHEHHE TIAHOBBIX XUPYPrUUYeCKUX BMEIIATEIbCTB.
5. BrimonHeHHne MJIAHOBBIX SKCTPAKOPIOPAIbHBIX METOJOB OYMILEHUS KPOBH U
3aMECTUTENBHON ITI0YEYHON TEPAIHH.
6. IIpoBenenme 3amnanupoBanHoi TI'CK.
7. TlpoBeneHue 3aMeCTUTENbHON TeMOKOMIIOHEHTHON TepaIuu.
Iloxa3anust 11 IKCTPEHHOI roCINTAIM3ALUN
Heotnoxusie cocrosinus y narmentoB ¢ MJIC u pu mogo3penuun va MJIC:
— (peOpubHas TUXOpagKa U MHPEKIIMOHHbBIE OCIOXKHEHNs Ha (JOHE HEUTPONEHUHU TOcIe
kypca XT win Ha pone UMT/UCT;
— TeMOpPpParudeCcKuil CUHAPOM;
— TPOMOOTHYECKHE OCIIOKHEHNUS;
— HE0OXOIMMOCTh MPOBEAECHUS HKCTPEHHON 3aMECTHTENbHON Tepanmuyu KOMIOHEHTaMH
KpOBHY;
— JIpyrHM€ CHCTEMHbIE HapyIllIeHHs, 00yCIIOBIEHHbIE TEYEHUEM OCHOBHOTO 3a00JI€BaHUS
WM OCJIO)KHEHUSMHU, Pa3BUBLIMMIUCS BCIIEACTBHE MPOBEIECHHOTO JICUEHHUS.
IToxa3aHusi K BBINMCKE NAIMEHTA U3 CTALMOHApa
1. BoccraHnoBineHue mnokazaTteneil nepudepuueckoil KpoBH (JeHKOLUTHI Ooiee
1x10%m, rparynonuTsl 6omee 0,5%10%1, TpomMGomuTE! 6omee 30—50%10%1, remorno6un Gomnee 80
r/n) nocne oyepeaHoro kypca XT, UMT nnu UCT.
2.  Hopmorepmus B TeueHHe 3—5 CYTOK U OTCYTCTBHE HEKOHTPOJHUPYEMBIX
UH(PEKIMOHHBIX OCIIOKHEHHH.
3. KymumpoBanme reMopparu4eckux OCIIOKHEHHIA.

4.  KynupoBaHue TpOMOOTHYECKUX OCIIOKHEHUH.
54



5. KymnmpoBanne CHCTEMHBIX HapylIeHHH, OOYyCIOBJIECHHBIX TEYEHHEM OCHOBHOTO
3a00JIEBAHUS WIIN OCJIOXKHCHHUAMU, pa3BUBIIMMHUCA BCJICACTBHUEC IPOBCACHHOI'O JICUHCHUS.
3aKIl0YeHne O IeNIecO00pPa3HOCTH TMepeBoAa OOJIBHOTO B MPO(UIBHYIO METUIIMHCKYIO
OPraHU3aLUI0 OCYLIECTBISCTCS IMOCIE MPEIBAPUTEIBHON KOHCYJIBTAUU 10 MPEAOCTABICHHBIM
MEIUIMHCKUM  JOKyMEHTaM W/WIM  TPEJBApUTEIBHOTO OCMOTpa OOJBHOTO  BpavyaMH

CIELUATMCTAMU MEUIIMHCKOW OpraHu3alii, B KOTOPYIO INIAHUPYETCS TIEPEBO/I.
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7. JonmosHuTeibHAsE MHPopMAUA (B TOM YUC/Ie (PAKTOPDI, BJUAIOIIUE

HA UCXO0/1 3a00J1eBaHUsI 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 srunoii MexayHapoHOM IIKOJIbl aHAJI3a PUCKOB
muenoguciiazud  (IMRAW) P. Greenberg u coaBtopsl paspaboTtanu  MexIyHapOIHYIO
NporHocTUYeckyo OamnpHyio cuctemy (IPSS), yuutsiBaromyro kommuecTBo OnactoB B KM,

[UTOr€HETHYCCKUE aHOMAJIMH U BBIPAKCHHOCTD Iepuepryeckux muronenuii (tadi. 1) [63].

Tab6auna 1. [Ipornoctuueckas mkana [PSS

BaJuisl
Kputepun nporsosa 5 05 10 15 20
biractel B KM, % <5 5-10 - 11-20 21-30
Kapuotun Xopouuit [IpomexxyTOuHBII 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/m; abconroTHOE YMCIO HEUTPO(DUIIOB <1,5x10%m; TPOMOOIIUTHI
<100x10%.

Kapuorun: xopommii — HopManbHbIi Kapuotut, —Y, —20, —5; mIoxoi — aHOMaHH 7-i
XPOMOCOMBI U KOMITJIEKCHBIE abeppaliuu (=3 XpoMOCOM); MPOMEXYTOUHBIN — BCE OCTAJIbHBIE.

Cucrema IPSS oxazanach mosie3HOW HJsi MPOTHO3UPOBAHUS OOIIEH BBDKUBAEMOCTU U
pucka Tpanchopmaiuu B ocTpbiii muenosneiiko3 (OMJI) mammentoB ¢ MJIC, uro momoraer B
NPUHITHN KITMHAYECKUX perieHuii [63].

JlononHUTENbHBIE (PAKTOPHI, KOTOPBIE TAKKE UMEIOT MPOTHOCTUYECKOE 3HAYCHHE, B TOM

qucCJIC MYHBTHHHHCﬁHaH JUCIIIIa3us, TAXKCIIasd aHEMUA C 3aBUCUMOCTBIO OT TpaHC(I)y3I/II71, ObLIH
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BKmodeHsl B IIporHoctmyeckyio OamnpHyro cucremy BO3 (WPSS), koropas mo3Bossier
pas3aciinTe MaMCHTOB Ha 5 rpynmn pucka € pas3IMYHbBIMH ITOKA3aTCIIIMH BBDKHMBACMOCTU U
BepostHOCTH TpaHchopmarmu B OMJI (Tabm. 2). DTa mikana mo3BossieT 601ee TOUHO OMPEIeIIUTh

IIPOrHO3 OTACJIBHBIX IMAIIUCHTOB C MI[C, B OCOOCHHOCTH H3 TPYIIIl HU3KOI'O U IPOMECIKYTOYHOI'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
50—
Kapuorun® Xopouuit [IpomexxyTOUHBIH ITnoxon -
HBs<90 r/n ms
My>KarH 1 <80T/1 115t Her Ha - -
PKCHIIH
BeposTHOCTB IIpOrpeccuu B
Cymma 6asoB Kareropus pucka Mezaria obmeii OMUI (6e3 neuenus)
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 no BO3: PA — pedpaxrtepnas anemus; PAKC —
pedpakTepHas aHeMusi C KOJbLEBBIMU cuaepobsactamu; Sq—cunapom — MJIC c
u3zonupoBaHHou neneuuedt 5q; PLIMJ] — pedpakrepHas nuToneHus: ¢ MyJIbTUIMHEHHON
mucrutasuert; PANB-1 — pedpakrepras anemusi ¢ u3bbitkom OnactoB 1 m PAUB-2 —
pedpakTepHas aHeMHus ¢ U30BITKOM 01acTOB-2.

2. Kapmorun: xopommuii — HopManbHblid, —Y, del(5q), del(20q); mmoxoit — KOMIIEKCHbIE
aHOMaJIMH >3 abGeppanuii u Jo0ble U3MEHEHHS /- XpOMOCOMBI; MPOMEKYTOUHBIH — BCE
JIpyrue aHoMalluu KapuoTHUIa.

3. Tpancdy3noHHasi 3aBHCHUMOCTH (peryjsipHasi) — 5TO MHHHUMYM OJiHa TpaHc(]y3us

JOHOPCKHX SPUTPOLIUTOB KaK/AbIe 8 Helenb Ha MpoTshkeHnH 4 mecses [5]
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OtHOCuTENBHO HeAaBHO MexayHapoaHas pabouas rpynna o nporaosupoBannio MJIC,
MPOAHATM3UPOBAB OTIANICHHBIC PE3YJIbTAThl OOJBIIONO0 MHOTOLIEHTPOBOTO HCCICIOBAHUS I10
nepsuuHbiM  manumeHtam ¢ MJIC, mepecmorpena cucremy IPSS. B pabGore Obuio
MpOaHAIM3UPOBAHA MPOTHOCTUYECKAS! 3HAYMMOCTh OOJIBIIOTO KOJMYECTBA Ja)K€ BECbMa PEIKHX
AHOMAJIMI KapUOTHIIA, YTO MO3BOJMIIO KIACCU(UIMPOBATH UX HA 5 HUTONCHETHYECKUX TPYII
pucka. B KoHeuHOM BHJIE IMEPECMOTPEHHas MporHocruyeckas OamibHas cucrema (IPSS-R)
MO3BOJIIET KJIACCU(PUIIUPOBATH 3a00JIeBaHUE HA 5 MPOTHOCTHYECKUX TPYII, TOYHO YUHTHIBAS

KapHOTHII, KOJIMYECTBO OJACTHBIX KJIETOK M TSXKECTh OTAEIbHBIX IuTONeHUH (Tadm. 3) [30].

Taodauua 3. [Ipornoctuyeckas mkana [PSS-R

Bbansbl
ITapameTpsl
0 0,5 1 15 2 34

Kapuotun Ouenp - Xopowmui - IIpomexxyrounsiii | ITnoxoi u

XOPOLIUI OYEeHb

TJIOXOM

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 nocturayra
[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 HATOTeHeTHYECKOT0 HCCJIeI0BAHUS

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

Xopormmmii Hopmanbaeiit; del(5q); del(12p); del(20q); del(5q) ¢ nomomHUTENBHON XPOMOCOMHOM

a0epparmeit

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

[Tmoxoit —7; inv(3)/t(3q)/del(3q); nBoitnas abeppanus ¢ —7/70-; KOMILTIEKCHBIH KaproTHII (3
abepparun)
OueHb MI0X0oN KommiiekcHblii kapuotun (>3 abeppariuii)

HoBas mpornoctuueckass cucrtema IPSS-R  Oosiee coBepuienna wu  ynydinaer
cTpaTH(UKaKio narueHToB. OleHKa MPOrHo3a MOXKET TEXHUYECKU OBITh YIPOIIEHA C TOMOIIBIO

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
BJIUSATH HAa €CTECTBEHHOE TeUYeHHE OOJIe3HH U MPHUHITHE TepaneBTHYecKuX pemeHuid. K Hum
OTHOCSITCSL BO3PACT, CONMYTCTBYIOIIME 3a0oyieBaHUs, (U3UYECKUE PE3EepPBbl, HYTPUTHUBHBIA U
MICUXUYECKUI CTaTyC MalyeHTa.

[Tpu BersiBennu MJIC Bospact crapiie 60 jieT siBisieTcsl He3aBUCHUMBIM HEOJIaronpUsTHBIM
OPOTHOCTUYECKUM (akTOopoM. Koppekius Ha Bo3pacT IpU OLEHKE BEPOSATHOCTH JOJITOCPOYHOM
BBDKMBAaEMOCTH ObLIa NpPEAOCTaBIeHA Jisi OOJIBLIIMHCTBA NMPOTHOCTHUYECKUX CHCTEeM. TeMm He
MEHee, XPOHOJIOTUYECKUH BO3pacT MOXKET OTJIMYAThCsl OT OMOJIOTMYECKOT0, YTO HEOOXOIUMO
YUUTBHIBATh MPHU BHIOOPE TAKTUKU TEPATIUH.

Bricokas yacToTa conmyTCTBYIOLIUX 3a00JI€BaHUIN — OOBIYHOE SIBJICHHUE Y MOXKUJIBIX JIFOJEH.
OnHO WM HECKOJIBKO COMYTCTBYIOLIMX 3a00J€BaHUI HCXOJHO BCTpedaeTcs Oojee 4yeM y
noJIoBUHBl nanueHToB ¢ MJIC, 4TO OKa3bpIBacT 3HAYMTEIBHOE BIIMSHHE HA BBDKMBAEMOCTD.
bone3snn cepama — 3TO camble 4YacTble CONMYTCTBYIOIIME 3a00JIeBaHUS, OMNPEIEIISIOIINe
koMopouaHocTs narueHToB ¢ MJIC. CepaedHo-cOCyIUCThIE OCIOKHEHUsI Han0Ooiee BhIPaKCHBI
y MaIMEeHTOB C TSKEJIoN aHeMuell U TpaHc(hy3MOHHON 3aBUCUMOCTBIO.

[Ipobnembl, CBsi3aHHBIE C HAJUYMEM COIMYTCTBYIOIIMX 3a00JIeBaHUM, IO-pa3HOMY
nposBIstOTCA y nanueHToB ¢ M/IC u3 rpynn HA3KOTO M BBICOKOTO pucka. Y nmanueHToB ¢ MJIC
U3 TPYIIIBI HU3KOTO PUCKa, COMMYTCTBYIOMIME 3a001€BaHMUS BIUSAIOT Ha IPOrHO3, HETTOCPECTBEHHO
yBEJIMYMBasi PUCK CMEPTH, HE CBA3aHHOM ¢ TpaHchopmarueii B OJI. 1 Hao60poT, y MaIleHToB u3
IPYIIIBI BBICOKOTO PUCKa KIIMHUYECKOE 3HAYEHHNE HETSHKENION COMYTCTBYIOIIEH IATOJIOTUHU HE TaK

BEIIMKO TI0 CpPaBHEHUIO C HeOmarompusasTHbIM mporHo3oM camoro MJIC. OmHako u y 3THX
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MAIMEHTOB KOMOPOUAHOCTh BIMSIET Ha Pe3yJbTaThl JEUEHUS, OTPAHUYNBAsI BEIOOP BO3MOMXKHBIX
BapUaHTOB TEPAIHH.

JU1st IPOrHO3UPOBAHUS BIMSHUS COMMYTCTBYIOIIMX 3a00JI€BaHUN Ha KOHEYHBIE PE3yJIbTaThI
nedyerus: y 6onbHBIX MJIC Hambonbmuii uaTepec npenacrtasisier MIC-cnenuduyHblii WHIEKC
koMopouanoctu (MDS-CI), niist onpeneneHuss KOToporo He0OXOAMMO OIICHUTH (PYHKITHOHAIBHOE
COCTOSIHWE W/WJM HaJM4ME TOPAXEHUs CepAlla, MEYEHHU, MOYEK M JIETKUX, AKTHBHBIX MU
U3JICYCHHBIX cOMUAHbIX omyxounei ([Ipunoxenue ['2).

[To cymme GanioB, MPUCBOEHHBIX KaXKOMY MTOKA3aTEII0, ONPEAEISETCS IPOrHOCTUUECKHIA
BapuanT MDS-CI: nuzkuii (0), mpomexytounsiii (1-2) u Beicokuit (>3 6amion). [Tocnemyromiee
IpUMEHEHHE WH/EeKCa KOMOPOMIHOCTH IMO3BOJSIET CTPATU(UIIMPOBATH MAIIEHTOB M3 TPYIIIBI
HU3KOTO U IPOMEKYTOYHOTO PUCKA (HO HE BBICOKOTO M OYEHb BBICOKOTO) HA TPYIIIBI C pa3HOU
BBDKMBAeMOCTHIO. [Ipy mpodmx paBHBIX YCIOBUSIX BbICOKOEe 3HaueHHe uHaekca MDS-CI kak
YBEJIMYUBAET PUCK CMEPTU OT MPUYMH, HE CBA3aHHBIX ¢ TpaHcopmarmeit B OJI (HR 2,46; p
<0,001), Tak u ymenbinaer nokazarenu OB B nenom (HR 2,09; p <0,001).

Takum oOpa3om, yder (PaKTOpoB, CBSI3aHHBIX KakK C 3a00JieBaHMEM, TaK M C CaMHM
MNAIMEHTOM, 3HAUUTENbHO YIy4lllaeT MPOTHOCTUYECKYI0 MOIIHOCTh OTAENBHBIX MOJEIeH,
0COOCHHO B TpyIIax HU3KOro pucka [119].

Hogbie npenapatsl B 1edenun M/1C

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

1. Jlycmarepcent (uHruOuTOp curHampHOTrO MyTH 1GF-f) .
2. Poxcanmycrat (MHTHOMTOp THITOKCHEW HHAyIMpoBaHHOTO (hakTopa (ID)).
3. HNmerencrar-uHruOUTOP TEIOMEPA3HI.
4. TlpauumHOocTaT, SHTHHOCTAT, MAHOOWHOCTAT, BaJbIPOEBas KHCIOTAa (MHIMOUTOPHI
TUCTOH/ICAIICTHIIA3hI)
Ouacuaenuo, uBocuaeHno (maruourop IDH1/IDH2).
Beneroxnakc (cnenuduueckuii HrHONTOp Oenka Bel-2).
MunoctaypuH (My/IbTUKUHA3HBI HHTHOUTOP MPOTEHHKUHA3).

['emTy3ymat o3oramuiivH (MoHOKJIOHaiIbHOE aHTUCD33 anTHTENO).

© © N o O

Puroceptu® (uaruburtop 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
JO0CTOBEPHOCTH

A0Ka3aTeJIbCTB

YpoBeHnb
y0eauTeJIbHOCTH

pexoMeHaauuni

[laruenty npu nogo3penun Ha MJIC, a Taxke ManueHTy ¢
yctanoBieHHBIM MJIC B miporiecce JiedeHus U npu
KOHTPOJIBHOM 00CIIeZIOBAHUY BBHITIOJIHEH KIIMHUYECKUH
QHAJIN3 KPOBH C MOACYETOM JICHKOIUTapHOH POpMYJITBI HE
Ha aBTOMaTHYECKOM aHAJIN3aTOpe, C MOACUETOM

KOJIMYCCTBA Tp0M6OIH/ITOB " pCTUKYJIOLIUTOB

[Taunenty npu nopo3penun Ha MJIC, a Takke NaueHTy ¢
yctaHoBieHHbIM MJIC B mpouiecce J1e4eHus U pu
KOHTPOJIBHOM 00CJIEZIOBAaHUHU BBIOJIHEH OMOXUMUYIECKUI
AHAIIN3 KPOBH C OTIpe/IeTIeHHeM yPOBHsI 001eTo Oenka,
JIbOYMHUHOB U ITI00YJIMHOB, MOYECBHHBI, KPEaTHHUHA,
OmTMpyOrHAa O0IIET0 U IPSIMOTO, aKTHBHOCTH
amuHoTpanchepas (ACT, AJIT), menounoii dhocdarassl,

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 KOATyJI0rPaMMbl
(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,

HacbIIeHHE TpaHCc(epprHa KeJIe30M)

[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 ¢ kmnHuKO-1abopaTopHoOi
KapTHHOW TeMOJUTUYECKON aHEMUH BBITIOJIHEHA MTpoba

Kymbca

[TarueHTy ¢ MUTONCHUIECKUM CHHAPOMOM TIPH
mono3perann Ha MJIC wiu ¢ ycrarnosierabiMm MJIC
BBITIOJIHEHO MCC/ICIOBaHHE TOPMOHOB IIUTOBHUIHOM

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

[Tanuenty ¢ 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 CBIBOPOTOYHOTO (heppuTnHa 60ee 1000—

HI/MJI IPOBE/ICHA XeNaTOPHAs! TepaItus

22

[Tarmenty ¢ MZIC B Bo3pacte <60—65 neT 6e3 TsKembIX
COITyTCTBYIOIIMX 3a00JI€BaHUI U3 TPYIIIBI
[IPOMEKYTOUHOT0- 1 prUCKa NpY HATTMYUH
HEOIaronpHUsATHBIX aHOMATNI KAPHOTHIIA, WIIA U3 TPYIIIIHI
[TPOMEIKYTOUHOT0-2 MITM BBICOKOTO pUCcKa 1o mikaine IPSS,
WJTH U3 TPYIIIBI IPOMEKYTOYHOTO, BEICOKOTO ¥ O4€Hb
BBICOKOTO prcka 1o mikane IPSS-R, a takxke manueHty ¢
MJIC, monoxe 40—50 niet, 63 n30bITKa 0J1aCTOB U3
rpYMITBI IPOMEXYTOYHOT0-1 prcka 1o mkane IPSS u
[TPOMEXKYTOUHOr0 pricka o 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 nmanuenty ¢ 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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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
tpanciantosorun  HUM JIOTuT um P.M. T'opbGadeBoii , 1omeHT kKadeapbl reMaToJIOTHH,
tpancdysuonorun u Tpanciiantosorun O®I'BOY BO «Ilepsoiii Cankr-IlerepOyprekmii
rOCYyIapCTBEHHbIA MEIMUMHCKUNA yHHUBepcuTeT uM. akajgemuka M.I1. IlaBmoBa 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 HAYyYHO-KIIMHAYECKOI'O OT/IE€JIa BBICOKOIO3HOM
XUMHOTEpanuu  TreMoO0acTO30B W TpaHCIUIAHTAauM  KocTHoro  Mmo3ra  OI'BY
«l'emaronornyeckuii Hay4yHbli weHTp» MunznpaBa Poccun, unen HauunonansHOro
reMaToIorMueckoro ofmiecTsa, 3kcnepT EBpomeickoil rpynmbl M0 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 OHKOJI0oTHU reMarosioruu u mydeBoid repanuu ®I'BOY BO «Poccuniickuit
HallMOHAJIbHBIN MEIULMHCKUN ucciaenoBarelbckuii yHuBepcurer um. H.M. Iluporosa»
MunznpaBa Poccun, wuwnen HanuoHambHOTO TeMaTONOTMYECKOTO OOIIecTBa, UJIeH
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 aenpeccuii kposersopenuss PI'BY «I'emaronornvyeckuif Hay4HbIH HEHTPY

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 HalnoHaabHOTro reMaTojoruyeckoro oo1ecTsa.

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 HarmonansHOTo 001IeCTBA OHKOJIOTOB M T€MaTOJIOTOB.

Baok mo opranu3anuu MeIUIUHCKOH MOMOIIIN:

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

2. HBanoB Cepreii AHaToJbeBUY, 1.M.H., npod. PAH, nupexrop MPHL] 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 OpraHU3aIllMOHHO-
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

peKoMeHaanun

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 Cucremarmyeckne 0030pbI HCCIEIOBAHHUHN ¢ KOHTPOJIEM pedepeHCHBIM METOI0M HIIH
CHUCTeMaTHYECKHI 0030p paHIOMHU3UPOBAHHBIX KIMHUYECKHX uccaenoBanuii (KU) ¢

IIPUMECHEHHUEM METaaHalIn3a

2 OTenbHBIE HCCIeOBaHMsI C KOHTPOJIEM peepeHCHBIM METOIOM HITH OT/IeNIbHbIE
pangomusupoBanHsie KU 1 cucremarnieckue 0030pbl HCCIE0BaHUH JTI000TO q13aiiHa, 3a

HUCKIIIOUCHUEM PAHIOMU3UPOBAHHBIX KI/I, C IPUMCHCHUECM METaaHalin3a

3 HccnenoBanust 6e3 MOCie10BaTEIbHOTO KOHTPOIIS peepeHCHBIM METOAOM WU
UCCIieToBaHus ¢ pehepeHCHBIM METOJIOM, He SBIISIOIINMCS HE3aBUCHMBIM OT HCCIIEyEMOTO
METO/Ia WJIM HepaHIOMHU3NPOBAaHHBIE CPABHUTENIbHBIE UCCIIEA0BAHNUS, B TOM YHUCIIE —

KOT'OpTHBLIC MCCJICAOBAaHUSA

4 HeCpaBHHTeHLHBIe HCCICA0BAHNS, OITMCAHUC KIIMHUYCCKOr'O Ciiy4das

5 HmeeTcs nuiis 000CHOBaHHE MEXaHU3MA HeﬁCTBHH HJIN MHCHHE SKCIICPTOB

IlIkajna oumeHKH YpOBHeH AOCTOBEPHOCTH [A0KA3ATEeJILCTB AJS1 METOA0B NPOPUIAKTHKH,
JedeHus: W peadmiauranuv  (MpopMIAKTHYECKHX, Je4YeOHbIX, PpeadnJIuTAIHOHHBIX

BMeELIATEJIbCTB)

YU Pacumm¢gposka

1 Cucrematnueckuii 0030p pannomusupoBaHabix KU ¢ npuMeHeHeM MeTaaHan3a

2 | OrnenbHble pargoMusnpoannble KU n crucrematudeckue 0030pbl HCCIIEIOBAaHUH TH0O0TO

Ji3aiiHa, 3a UCKIIIOUeHUEM paHgoMu3npoBaHHbiX KU, ¢ npumMeHeHremM MeTaaHanusa
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3 HepaHIIOMI/I3I/IpOBaHHI>IC CPaBHUTCIIBHBIC NCCIICIOBAaHMA, B TOM YHCJIC KOT'OPTHBIC UCCIICAOBAHUA

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

HCCIICI0OBAHUA <<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
NpPoPUIAKTHKH, [UATHOCTHKHU, JieyeHUs] W peaduautanuu (NpoPHUIAKTHYECKHX,

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

YYP Pacuingposka

A CunbHas pekoMeHaalus (Bce paccMaTpruBaeMble KpUTEpUH 3 HEKTUBHOCTH (UCXOIBI)
SBJISIOTCS BaXKHBIMU, BCE UCCIIEIOBAHUS NMEIOT BHICOKOE MM YIOBIETBOPUTEIBHOE
METOJI0JIOTHYECKOE KaueCTBO, X BBHIBOJIBI 110 MHTEPECYIOIIMM UCXOAaM 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 BAJTUAN3ANUU PEeKOMeHIaIU
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 anpesne 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) #Llutapabun** 100 Mr/m? B/B 2 pa3a B CyTKU B 1-7 1HK

+ #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
Heunradbun JermTabun 20 mr/m? B/B 5 nHeit, WHTEpBaJ Kaxple 28—35 nHei
Aza-lda-Ara-C AsaumTuauna** 75 mr/m? n/k 1 pa3 B neHb, B 1-3 1au
#Unapyourua** 3 mr/m? B/B cTpyiiHO, 1 pa3s B 1eHb, B 410 quu
#1luTapabur** 10 Mr/m? n/k 2 pasa B cyTku, B 4—17 quu
Dac-lda-Ara-C JHermTabun 20 mr/m? B/B 1 pa3 B ieHb, 1-3 qHH
#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{urapabura™*

BapuaHTBI KypCcOB NOJ1ePKUBAIOIIETO JICYCHUSI

IIporpamma IIpenapar

5+ 6-MII (2) #1lurapabun** 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, untepsan 28-35 nHeii

Aza-Ara-C AszanuTuaue** 75 Mr/m? n/k 1 pas B 1eHb, B 1-3 1nu

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

Dac-Ara-C Jeuuradun 20 Mr/m? B/B 1 pas B aenb, B 1-3 quu

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

Maisie no3bl | #llurapabun** 10 Mr/m? n/k 2 pasa B cyTku 21-28 nuei

#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 HEZIENIO
anbda** 40000 en. 1 pa3 B HenemO 60000 en. 1 pa3 B HEnemrO
150 en./xr 3 pa3za B HeeIO 300 en./kr 3 pa3a B HeneInto

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

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

#Jlap063mo3THH HEJIEIIO 300 mxkr (4,5 MKkT/KT) 1 pa3 B Henemro
anbpa** 500 mxkr (6,75 Mkr/kT) 1 paz B o3y He yBeIMYnBaIOT
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:
— IPYIIBI HU3KOTO U MPOMEXYTO4YHOro-1 pucka no mxkane [PSS;
— IPYIIIBI O4€Hb HU3KOT0, HU3KOTO U TPOMEXKYTOUHOT0 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, BBICOKOTI'O M OYEHb BBICOKOT0 pucka 1o mkaie IPSS-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 rpynma pas3iuyHbIX 3a00JIeBaHUI
koctHoro mosra (KM), mposBistomuxcs B ToM, uto KM He BbIpaOaThIBaeT JOCTaTOUYHOTO
KOJINYECTBA 3/0pOBBIX KIETOK KpoBU. MJIC yacTo Ha3bpIBalOT «0OJE3HBIO HEAOCTATOUYHOCTH
KocTHOro Mosray. MJIC crpagaroT riaaBHBIM 00pa3oM MOKWIIbIE JIFOIM (BO3pacT OOJBIINHCTBA
MAIMEHTOB MPEBbIIIAET 65 JIeT), OTHAKO U cpeau ULl Mooxke 40 1eT BO3MOXKHO BBISIBICHHE ATOTO
3a00JIeBaHU.

OcHoBHbiMu npuzHakamu MJIC sBisieTcss LUTONEHUS — 3TO CHMYKEHUE KOJMYECTBA
SPUTPOLMTOB ¥ TEMOTIIOONHA, JIEHKOIIMTOB ¥ TPOMOOLIMTOB; TOMHUMO HU3KOT'O KOJIMYECTBA KIIETOK
KPOBH, 3pelble KIETKH KpOBH, IUPKYJIUPYIOIIHME B CHCTEME KpOBOOOpAIlleHHs, MOTYT
HENPaBWILHO (PYHKIIMOHUPOBATH M3-3a TaK Ha3zbIBaeMo# aucmiazuu. Hecmorps Ha To, yto MJIC
—3TO HE CUHJPOM, a 00JI€3Hb, U JJaXKe TpyIIa 3a00aeBaHui, 0003HaYEHHE KCUHIPOM» 10 CUX TIOP
OCTaeTCs B CUIIE.

OCHOBHBIMU TUIIAMU LUTONEHUHN SBIISFOTCS:

1. AHeMus — CHI)KEHHOE COJIep>KaHUE€ SPUTPOIUTOB B 1 MKJ KpOBH, HO Yallle UCTIOIb3YIOT
napaMeTpbl I'eMOIJIOOMHA!y MHallMeHTOB MPOSBICHUSMU aHEMHM SIBJISIOTCS OJIEIHOCTD
KOXKHBIX  IIOKPOBOB,  CJIaDOCTh,  IOBBIIIEHHAs  yTOMJISIEMOCTb,  COHJIUBOCTD,
TOJIOBOKPY)KEHUE, ceplieOneHue, OIbIIIKa, KaK B TIOKOE, TaK U TP (PU3HUECKON HATpY3Ke.
JUis KaXa0ro mamnueHTa CyIIeCTBYeT CBOE€, IOPOroBOE 3HAu€HHE TIeMOIJoOMHa, IMpH
KOTOPOM HaUMHAIOT MOSBIATHCS U YCUIIUBATHCS JaHHBIE CUMIITOMBI, KOTOPBIE 3aCTABIISIIOT
00paTUThCS K Bpady U B JaJbHEHIIIEM TOMOTal0T OLEHUBATh COCTOSIHUE MallUEHTa.

2. JleWikoneHHs — HU3KOE Cofiep KaHue JICHKOonUTOB B 1 MK KpoBU. CHIDKEHHE MTOKa3aTelNeH
JEUKOLUTOB U HEUTPOPUIIOB, a TAKXKE HapyllIeHHE UX (PYHKIIMU HE CKa3bIBAaeTCs Ha 001eM
CaMOYYBCTBHUH MAallMEHTOB, OJJHAKO MPHUBOJIUT K YBEIUYEHHUIO YACTOTHI MH(EKIIHMOHHBIX
OCJIOKHEHUH.

3. TpomOonuToneHNs — HU3KOE CO/IEpKaHNe TPOMOOIMTOB B 1 MKII KpOBH; y TAIIHEHTOB C
TPOMOOIIMTONEHNEH HEPeAKO BBIABISETCS IeMOpPparndeckuii CUHAPOM (IIOSIBIEHUE Ha
KOX€ M CIM3UCTBIX KPaCHBIX ISITEH-TEMOPparuii, KpOBOTOYMBOCTD JIECEH, YAIlle BO BPEMSI
MPOBEJICHUS] TUTHEHNYECKUX MPOLEaypP, KPOBOTEUEHHUS U3 HOCA, KENyI0YHO-KUIIEYHOTO
TpakTa U T. A.). C ydeToM HapyueHHOW (QyHKIUN TPOMOOIIMTOB 3TU MPOSIBICHUSI MOTYT
6bITh TIpH ypoBHE TpoMOouuToB >20x10%1, ogHAKO ualle OHM BCTpPEYAIOTCSA MPHU
rnokasatensax menee 20x10%/m.

Jnst muarnoctukn MJIC HeoOXoauMoO BBIMOMHUTH HccheqoBaHue KpoBu, KM c
ornpezeneHueM 0coO0eHHOCTeN KaproTuma (ONpeleIuTh — €CTh MOJOMKH XPOMOCOM HIJIM HET), a

TaKXe MPOBECTU TOJHOE TEPaNeBTHUECKOE OOCIeAOBaHHE. DTO MOMOXKET Bpady MOATBEPIUTH
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Hanmuure win otcyrctBue MJIC, BBIICHUTHh HaJIMYME COMYTCTBYIOUIEH MATOJIOTHH, a TaKXe
BbIOpaTh TAKTUKY JAJIbHENUIIEH TepanuH.

B nHacrosmiee Bpemsi cymecTByeT MHOTO MeTonoB siedenuss MJIC. Beibop 3aBucut ot
Bapuanta MJIC, ocobeHHOCTel KPOBETBOPEHHUSI, IPYIIIBI PUCKa, BO3pAcTa MalleHTa, HAIUIUs U
TSYKECTU COMYTCTBYIOIIEH MaTOI0TUU, Hannuus noaxosamero no HLA-cucteme noHopa.

Pemienue o Havase TOi WM MHOHM Tepanuu, 0COOEHHO O Havyalle peaan3aluy MporpaMmMbl
TPaHCIUIAHTAalMM AJUIOTEHHBIX I€MOIIO3THYECKUX CTBOJIOBBIX KIIETOK, IPUHUMAETCS BpPadyoM
COBMECTHO C MAaI[UEHTOM H €0 POJACTBEHHUKAMHU.

AJleKBaTHOE BBINIOJIHEHUE MAlMEHTOM Ha3HAueHUIl Bpaua, CBOEBPEMEHHOE COOII0/ICHUE
BCEX YCTAHOBJICHHBIX IPAaBHJI ITO3BOJISET IIOJIYYUTh MAKCUMAJIBHO BO3MOYKHBIN pe3yJIbTaT.

Bcem maumentam ¢ MJIC pekomenayercss coOoaTh MpEANMCAHUS TIeMarosiora Io
JICYCHUIO M HE 3aHUMAThCS CAMOJIEYCHHEM, UCKIIIOUNUTh UHCOJIALINIO, TOCEIICHNE CayHbl /0aHu U
dbusnoTepaneBTuyeckue nporuenypsl. [Ipu HaIM4YMKM BpeJHBIX YCIOBHM Tpy/a jKejJaTelbHa CMEHa
ycnoBuid paboTel. K BpeaHBIM yCIOBHSM TpyJda OTHOCSTCA:padOTa, CBSA3aHHAS C TKEIBIM
(U3UYECKUM U 3HAUUTEIbHBIM HEPBHO-TICUXMUECKUM HAIPSHKEHUEM, BO3JIEHCTBUEM TOKCHUECKHUX
areHToB, BUOpaluu, MpeObIBaHHEM Ha BBICOTE, OOCIY)XKMBAaHHEM JIBIKYIIUXCS MEXaHU3MOB,

BOXJIACHHUECM TPAHCIIOPTHBIX CPCACTB, AUCIICTYCPCKUC HpO(i)CCCI/II/I U T. II
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Ipuaoxkenue I'l. Ouenka 3¢pdexTuBnoctu Tepanun MJIC
OddextuBnocts Tepanuu MJIC nomkHa ONEHUBATHCS COTJIACHO KPUTEPHSM OTBETa Ha
neueHust MexxayHapoanoit padoueit rpymmst (IWG 2006) [3].
OpurunanbHoe Hasanue: International Working Group (IWG) response criteria in
myelodysplasia [65]
Tun: npyroe — KpuTepuu OI[EHKU OTBETA HA JICUCHUE
Hasnauenwe: onenka a¢dexruBHocty Teparnuu M/[C

CopnepxaHue 1 UHTEPIIPETALINS:

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

Bun orBeta Kpurepun

[lomHas peMuccus KM: 5% 1 MeHee 6JacTHBIX KJIETOK C HOPMaJIbHBIM CO3PEBaHUEM BCEX TUIIOB
KJIETOUHBIX JJMHUH; BO3MOYXKHA NEPCUCTUPYIOILAS TUCTIIA3 S
[lepudepuueckas kposb: Hb >110 r/n, TpomGouuts >100x%10%1, HelTpopub:

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

HacTuuHas peMmuccus Bce kpuTepun MosHoO# pemriccur coOII0IAl0TCS 32 UCKIIIOUEHUEM TOT0, YTO
KOJHUYECTBO OJIacTHBIX KiIeToK B KM cHm3unock Ha 50% u 6ojiee 0T HCXOIHOTO
3HAUCHHs, HO ocTaeTcs 0ojee 5%.

KnetouHOCTh 1 MOP(OJIOTHS HE aKTyalTbHbBI

KocTHO-MO3roBas KM: 5% u MeHee OJIACTHBIX KIIETOK M MX KOJIMYECTBO B npouecce Teparnn
[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 ITPOTrpeCCUPOBAHUA B

TeueHue Ooiee 8 HeAEIb

bes apdexra UleTanbHbIi UCXOJ] HA (JOHE TepalMy WU MPOTrpeccupoBanune 3aboneBanus,
XapaKTepHU3yIolecs yCyryOlIeHneM [IUTONIEHNH, YBETMUEHHEM KOJIMYECTBa
OacTHBIX KiIeToK B KM nim mporpeccupoBanue B 6oJiee «IpOABHHYTHIIN
Mopdornorundeckuii Bapuant MJIC 1o cpaBHEHHIO ¢ TEM BapUAHTOM, YTO OBLI 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 Tp0M6OL[I/ITOB BO BpeMA pCMI/ICCI/II/I/ OTBE€TAa,
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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 KJICTOK C XPOMOCOMHBIMH HapYyIICHUAMNA

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% — yBenuuenue Ha 50% u Gonee, T. €. 6oee 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,;
— cHIKeHue 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 6oiee;

CHmKeHre aOCOIFOTHOTO YMCIa SAMHHUIL TIEPETNBAEMOM SPUTPOIIUTHON MaCCHI,
o KpaitHeil Mmepe, Ha 4 eAUHUIIBI B TEUEHUE 8 HEEIb, IO CPABHEHHUIO C
MCXOJTHBIM YHCIIOM TEPETHBAEMBIX SAMHUI] 3 TPEIICCTBYIOIIHE 8§ HEACTb;
[Tpu ollCHKE MHTEHCUBHOCTH TPaHC()Y3UOHHOMN Tepanuu He0OX0AMMO

[VIUTBIBATh TPaHC(Y3UH, BeIOTHEHHbIE TIpU Hb <90 1/71

TpoMOOIIUTApHBI OTBET
(MCXOIHO MeHee

100x10%/xm)

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

'Veennuenne ¢ menee 20%x10%1 no 6omnee 20x10%m u 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 U3 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:

Ilkana komopouaHocTn List 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 runepounupyounemus >1,5xBI'H unm

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
TIEPCUCTUPYIOMIAsI KpEAaTHHUHEMUS >2 MT/ /I 1
reMoIain3

TPAaHCIUIAaHTAUA

ConugHast Onyxoib

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

ITo cymMme GaiToB, MPUCBOSHHBIX KAXKIOMY TTOKA3aTEII0, OIPEACACTCS IPOTHOCTHICCKHIMA
BapuanT MDS-CI: muskuit (0), npomexxytounsiii (1-2) u Beicokuii (>3 6amnoB). [locnenyromee
MPUMEHEHUE WHJEKCAa KOMOPOMIHOCTH TO3BOJSET CTPAaTU(UIMPOBATH MAIMEHTOB M3 TPYIIIBI
HU3KOT0 U MPOMEXYTOYHOTO pUCKa (HO HE BBICOKOTO M OYEHb BHICOKOI0) Ha IPYMIBI C pa3HOMN

BbDKMBAeMOCThIO. [Ipy mpodnx paBHBIX YCIOBUSAX BbICOKOe 3HaueHue uuaexkca MDS-CI kak
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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 KOMOPOUTHOCTH /ISl MAIUEHTOB, KOTOPbIM

INIAHUPYETCHA TPAHCINVIAHTAIUA F'EMOIIOITUYIECCKUX 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 /IS NANUEHTOB, KOTOPBIM IUIAHMPYETCH TPAHCIIAHTALMS

reMomno3THYECKUX cTBOJIOBBIX KieTok (HSC-CI) [105]

Komopouanocts Bajnabl

IMaTonorus cepaedHo-coOCyANUCTOH CHCTEMBI
MepuarenbHasi apuTMUsl WIH TpeneTaHne, CHHAPOM cllaboCTH CHHYCOBOTO y3i1a
WJIH eIy T0YKOBBIC apUTMHHU 1
NBC, 3acroitHas cepieuHas HeI0CTaTOYHOCTh, HH(papkT Muokapaa uiu @B <50%:

ITopoxu cepana 3a UCKIIOUEHUEM MPoOJIarica MUTPAIBLHOTO KJarnaHa 1

IlaTosiorus AbIXaTeJbLHOW CHCTEMBI
O0beM (hopCcUPOBAHHOTO BIJIOXA 3a MIEPBYIO CEKYHIY <65% WM OJIBIIIKA B TTOKOE
WJIM TOTPEOHOCTh B KMCJIOPOIHON 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, owmupyoun >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, TpeOyromuil JIeYeHHsI HHCYTHHOM M TIepOpaTbHBIMHU
npenapaTamu

UMT 6Gomee 35 kr/m?

IIaTo/10rus COeAMHUTEIbHON TKAHU
CucremHas KpacHas BOJTYaHKA, PEBMATOMIHBIN apTPUT, TTOJIMMHO3HT, OOJIC3HH

COCIMHUTENbHON TKaHU

HeBpoJsiornyeckuii u NCHXU4eCKuii craryc
TpaH3uTopHas UIIeMU4ecKas aTaka Wid IepedpoBacKysipHbIe "coObIThs "
Henpeccus wimu TpeBora, TpeOyromye ICHXUaTPUIECKON KOHCYIBTAIlNH HITH

JICYCHUA

NHpexunoHHbIE 0CI0KHEHUS

Wndexuuu, Tpedyromye NpoJobKeHHs Tepanuy nocie 1Hs1 0

OHyXOJ'IeBBIe 3a00/1eBaHUs B aHAMHe3e

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