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CHucok coKpalneHuu

Anno-TI'CK — TpaHcIiaHTaus alsIOT€HHBIX TEMOMO3TUYECKUX CTBOJIOBBIX KJIETOK
AJIT — amarmaamMuHOTpaHcepasa

Antu-/IHK — anturena k JJHK

ACJI-O — a"TucTpenToau3uH-O

ACT — acnapraramuHoTpaHcepaza

ATT — aHTUTUMOLIMTAPHBIN TIOOYINH

AT-TIIO — anTHTENA K TUPEOUTHOM NIEPOKCUIA3E

AUH — abGcomoTHOE YUCII0 HEUTPODHUIIOB

AUYTB — akTUBHpPOBAHHOE YACTUYHOE TPOMOOIIJIACTUHOBOE BPEMSI
BJIPC — 6eta-nakramassl pacIIMPEHHOTO CTICKTPa

BUY — Bupyc nmmyHoOAEepUIIMTA YeTOBEKA

BKIJI — BosI0CaTOKIIETOUHBIN JIEHKO3

BO3 — BceMupHas opranuzaius 31paBoOXpaHEHUs

['M® — runokcuelt HHAYIUPOBAHHBIN PakTop

I'-KC® — pekoMOMHAHTHBIN Y€T0BEYECKHUIN TPaHyIOIUTAPHBIA KOJIOHUECTUMYIUPYIOMUN (HaKkTop
I'CK — reMono3sTu4ecKie CTBOJIOBBIE KIIETKU

JIHK — ne3okcupuOOHyKI€MHOBAsI KUCJIOTA

KKT — xxenynouyHO-KAIIEYHbIA TPAKT

Nb-1 — n36s1TOK O1acTOB-1

NB-2 — u3bpiTOoK O1aCTOB-2

NI'X — IMMYHOTMCTOXUMHUYECKUE METOBI

UMT — unaekc maccol Tena

NCT — ummyHOCYHIpeCcCUBHAs TEpanus

KU — xnuHn4eckue ucciaeqoBaHus



KM — xocTtHbIi1 MO3T

KC — konbLeBble cuaepoOIacTsl

KT — xommerorepHas Tomorpadust

JIJI — nuHerHas quCIIa3us

JIALI" — nakTaTaeruaporeHasa

M/I — MynbTUIIMHEWHAS JUCIUIA3HS

M/IC — MU€eNoauCIUIACTUYECKU CUHIPOM
MJIC-5q — MJIC ¢ u3onupoBaHHOM JieNieliuen JIMHHOTO Tieda S-ii XpoMOCOMBI
MIC-H — M/IC nexknaccupuuupyembiii
M/ILI — manbie 1036l HUTapaOuHa

MOB — MuHuManbpHast OcTaTouHast 00JIe3Hb
MPT — marHUTHO-pe30HAHCHAsI TOMOTpadus
OB — o0m1ast BBKMBa€MOCTb

OJI — octpslii neiiko3

OJIJI — octperii TuM(pOOTaCTHBIN JICHKO3
OMUJI — ocTpblii MUEJIOUIHBIN JIEMKO3

[IK — nepudepuueckas KpoBb

[THI" — mapokcu3manbHasi HOUYHAsi TEMOITIO0OUHYpUS
[TP — nonnas pemuccus

[IXT — nonmuxumuorepanus

[TLIP — monuMepa3Has uenHast peakuus

CPb — C-peakTuBHBIN 0e10K

T3 — TpuioATUPOHUH

T4cB — THPOKCHH CBOOOTHBIN

TKM — TpaHcIuiaHTanus KOCTHOTO MO3ra



TTI" — TMpeOTPONHBIN TOPMOH

Y1 — ypOBEHb TOCTOBEPHOCTH JOKA3ATEIHCTB

V31 — ynbsTpa3ByKkoBO€ UCCIIEA0BAHNE

YVYP — ypoBeHb yOeauTeIbHOCTH PEKOMEH AT

XT — xumunorepanus

I[MHC — uenTpanbHas HepBHas CUCTEMA

IHCA — nuxnocnopun A

YP — yacTnunas pemuccus

OBbB — Bupyc DnuureiiHa—bapp

OI'JIC — »30(haroracTpoayo1eHOCKOTIHS

OKI' — sanexTpokapanorpadus

OI1O — 3puTpOnO3ITUH

OIICII — 3pUTPONO3I3CTUMYIUPYIOLIUE TTPENapaThl

Ox0oKI" — axokapauorpadus

EBMT — EBponeiickoe 00111eCTBO M0 TPaHCIUIAHTAIMK KPOBU U KOCTHOTO MO3Ta
FISH — ¢moopecuenTtHas in situ rubpuanzanus

Hb — remornoOun

IBMTR — MexyHapoanas 0a3a JaHHBIX PETHCTPOB MO TPAHCIUIAHTAI[MM KOCTHOTO MO3ra
IPSS — unTepHanoHaNbHAs IPOTHOCTUYECKAS IIKaIa

[PSS-R — nepecMoTpeHHass HHTEPHAILIMOHAIbHAS TPOTHOCTUYECKAS IIKaIa
MDS-CI — cnerurdHbIi HHIEKC KOMOPOUTHOCTH

NCCN — HarmonasnbHast 0011eCTBEHHAs! TPOTUBOPAKOBAs CETh

WPSS — nporrnocruueckas mkaia, ocHoBaHHas Ha BO3 kinaccudukanuu
*# — U3HEHHO HEOOXOUMBIC U BaKHEUIITNE JICKAPCTBEHHBIE TIPETIapaThl

# - npcerapar, HpHMCHHI—OH.[HfIC?I HC B COOTBCTCTBHMH C TIIOKA3aHHUAMH K JTIPHUMCHCHUIO

u

IPOTHUBOIIOKA3aHUAMU, crrocodoaMu NPUMCHCHHA W 1O03aMH, COACPKAIMMMHUCA B HHCTPYKOUHU II0



IPUMEHCHHIO JICKapCTBEHHOTO mpemnapara (o d-meiiomn)



TepMuHBI U onIpeaeICHUS

AHeMHYeCKHH CHUHAPOM — AHCMHYCCKUC YKaI00bI (CJ'I8,6OCTI>, TOJIOBOKPY’KCHUC, OIbIIIKA IIpH

(usnueckoit Harpy3ke, cepaleOrueHne) MOryT ObITh pa3HOW CTENEHU BBIPAXKEHHOCTU U BCTPEUAIOTCS B
80-90% cimyuaeB M/IC.

B-cuMnTOMBI — CHU)KEHHUE MACChI TCJI1a, CY6(1)e6pI/IJII/ITCT B BCUCPHCC BpEM:, ITOTIIMBOCTDH

I'emopparuyeckuii CHHAPOM — KIMHUYECKA 3HAYUMasi TPOMOOIIMTOIEHHS B aHAIM3aX KPOBH
orMmeueHa B 25—70% ciyyaeB, TeMOpparu4eckue MnposiBIeHUs B J€00Te 3a001€BaHNsl OTMEUEHBI B 15—
30% (merexuanbHbIe BHICHIIAHUS HA KOXKE U CIIU3UCTBIX, HOCOBBIE, IECHEBbIE, MATOUYHbIE, TIOUYEUHbIE U
KEITyTOUHO-KUIIIEYHBIE KPOBOTEUCHHUS, KPOBOUBIUSHUSA B CKJIEPHl U TOJOBHOW MO3T) U OTPAXKAIOT HE

TOJIBKO CTCIICHb TpOM6OHI/ITOHCHI/II/I, HO U TpOM6OHI/ITOHaTI/II/I.

Jucnnasus (ot rped. dvc dys — HapymeHue U mAGOw plaseo — oOpazyr) — MopdosIorudecKue
OTKJIOHEHUSI OT HOPMAJIBHOTO Pa3BUTHS, BBISABIIEMbIC HA BCEX YPOBHSIX OT KJIETKU JI0 TKAHEH, OPraHOB
U OTHeNbHBIX yacTedl Tena. Ilog AMCMHENOno’3oM NOAPAa3yMEBAIOT JIIOObIE KOJIWYECTBEHHbBIE U
KaueCTBEHHBIE HAPYIIEHHUS, KOTOPbIE OMPEIENSIIOTCS B FEMOIMOATUYECKUX KIIETKaX U KPOBETBOPHOM
TKaHU KOCTHOTO Mosra. [lpu nuddepeHnrpoBaHHOM MOACUYETe MHUEIOKAPUOIIMTOB B MHEIOIpPaMMeE
HeoOxomuMo uccienoBath He MeHee S00 sapocoaepkanux KIETOK KOCTHOTO MO3Ta, MPU TMOJCYETE
JEeUKOIMTOB B mepudepudeckoil kpou — He MeHee 200. J[MarHOCTUYECKH 3HAUUMOW JUCILIa3HEH
CUMTAECTCA CHUTyalMs, KOTJa JOJIsI KIETOK C MpU3HakamMu Jauciuiasuu npessimaer 10% ot 100

MOJICYUTAHHBIX APUTPOKApHOLUTOB, 100 rpanyn0oMTOB U HE MeHee 30 MerakapuoIUTOB.

NmmynocynpeccuBHas Ttepanust (UCT) — xoMmiuiekc Je4eOHBIX MEPOINPHUATHI, MPOBOIAUMBIX
MOATaHO B Te4yeHUe roga u Oonee, Bkmroyaroumuit nukinocnopud (LICA), aHTUTHUMOIUTApHBINA
mo0ymun (ATI) u apyrue meronsl MCT, mo3Bomstomuii JOOUTHCS MaKCUMAJIBHO TOJOKUTEIHHOTO

a¢dexTa 1 JIUTENbHON BBLDKMBAEMOCTH MALIMEHTOB ¢ runomiacTuuHbiMu popmamu MJIC.

NHpeknuoHHbIe OCJT0KHEHMs] — YBEIMYCHHE YacTOThl WH(EKIMOHHBIX ocnoxHeHnid (10—40%)
00yCIIOBJICHO HEUTpOTCHHEH W TUChYHKIMEH TpaHyJIOIMTOB, KOTOpas MPOSBISETCS HapylleHHEM
darouutapHoil anre3uu, xeMoTakcucoM. Haubonee dacThiMM W3 WHQPEKIIMOHHBIX MPOSBICHUIN
SIBJISIIOTCSI OaKTepUaibHbIC TTHEBMOHHH, a0CIIECCHI KOXKH M OMMOPTYHUCTUUECKNE MH(MEKITNN, BKITFOUAs

BUPYCHBIC, TIHCBMOIIMCTHLIC, MI/IKO6aKTepI/IaJ'IBHBIC.

KocTHoMoO3roBasi pemuccusi — CHUKEHUE ONACTHBIX KJIETOK B KOCTHOM Mo3re 5% u meHee, U 3TO
cHmkeHne Oosee yeM Ha 50% OT MCXOAHBIX 3HAYEHUH, MPU ITOM B MepupepuvIeckoil KPOBU HET

IIOJIHOT'O BOCCTAHOBJICHUS IMOKa3aTeleH réeMorpaMmablI.

Muenoagucrminactuueckuii cunapom (MIC) — rereporeHHas Tpynma KIOHAJIBHBIX 3a00JIeBaHUN
CHCTEMbl KPOBH, BO3HUKAIOIIMX BCJIECACTBUE MYTAMH TEMOIMOITUYECKOW CTBOJIOBOM KIETKH U
XapaKTEePU3YIOIIUXCSl LUTONEHUEH, Kak pe3yiabrar Hed((PEeKTHUBHOrO TeMoro33a, MpUu3HAKaMHU

JMCMUEINOI073a U BBICOKUM PUCKOM TpaHcpopManuu B ocTpbiit jeiiko3 (OJI).

MJC c auneiiHo#i ( oqHoJMHeiiHOM) aucmiazueid —BapuanT MJC, 11 KOTOpPOro XapakTepHa

OOHO-ZBYX POCTKOBAs LIUTOIICHUA, , 0e3 YBCIIMUCHUA ITPOLCHTA OJIAaCTHBIX KJIETOK B HepH(l)epH‘{CCKOﬁ



kpoBH (<1%) 1 kocTHOM MO3Te (<5%), 6€3 yBeIuueHHUsI KOJBIIEBBIX CHUIAEPOOIACTOB M aOCOIIOTHOTO
MOHOITMTO3a B Nepudeprudeckoil KpoBH, IpU 3TOM auciiiazusi 6onee 4yem B 10% KIETOK BBISIBIISETCS
TOMbKO B | pocTke kpoBeTBopeHHs. Hawmboniee 4acTo y ATHX MAlMEHTOB BEAYIIMM CHMIITOMOM

SABJIACTCA aHEMUA.

MAC ¢ xoabueBbiMu cujaepodsactamu (KC) u jauHeiliHOH (OQHOJIMHEWHOM) JUCILIA3HEH —
Bapuant M/IC, st KOTOporo xapakTepHa aHEMHsl, Yalle HOPMO- WIIM MAKPOLIMTAPHOIO XapakTepa;
JTUATHOCTUYECKH 3HAYMMBIM SIBIISIETCS OOHAPYKEHHE KOJIBIIEBBIX CHUIEPOOIACTOB B KOCTHOM MO3TE B
15% u Gosee OT KJIETOK KPAaCHOTO Psijia, BHE 3aBUCHMOCTHU OT HAJIMYUS MyTaluu reda SF3B1, a npu ee
HaJU4YMK JUATHOCTUYECKH 3HAYUMBIM SIBIIIETCSl OOHapykeHue 5 u 0osiee KOMbLEBBIX CUIEPOOIIacTOB;
0e3 yBEeTMYCHHs MPOIICHTAa ONACTHBIX KJIETOK B mepudepudeckoir kpoBu (<1%) m KOCTHOM MoO3Te
(<5%), 6e3 aGCOMOTHOrO MOHOLIUTO3a B MEepU(eprudecKoil KpOBH, IIPU STOM JTUCIUIA3HsI BBISIBISETCS B
KJIETKax KpacHoro psjaa 6oiee yeM B 10%, B TpaHyJIOLUTAPHOM U MErakapHOLUTAPHOM POCTKAX —

meHee ueMm B 10%.

MAC ¢ KC u myabTniamHeiiHod aucmiiasumeit — Bapuant MJIC, nus KOTOporo xapakrepHa
LUTONEHMS JIFOOON CTENEHU BBIPAKEHHOCTHU; AMArHOCTUYECKH 3HAUMMBIM SIBIISIETCA OOHapy>KeHUe
KOJIBIICBBIX CHJIEPOOIACTOB B KOCTHOM Mo3re B 15% m Oomee OT KIETOK KpacHOTO psjaa, BHE
3aBUCUMOCTH OT HajguuMsi MyTauuu reHa SF3B], a npu ee HAJIWYUU JIUAarHOCTUYECKU 3HAYUMbIM
ABIIAETCSl OOHapyX)eHue Su 0osiee KOJIbLEBbIX CHAEpOOIacTOB; 0€3 yBEIMUEHUs MPOLEHTa OJIaCTHBIX
KJIeTOK B nepudepuaeckoit kpoBu (<1%) u koctHOM Mo3re (<5%), 6€3 abCOTOTHOrO MOHOIIUTO3a B
nepudepruueckod  KpOBH, TP OSTOM JHUCIUIa3USl BBIABISAETCS B  KIETKaX OJPUTPOUTHOTO,

IPaHyIOUTAPHOTO U/ UM METaKapHOIUTApHOTO POCTKOB Oosiee ueM B 10%.

MAC c¢ MyabTWIHHEHHOW (MHOXKeCTBeHHOH) aucmiaasued — Bapuant MJIC, mis koToporo
XapaKkTepHa UTOMEHUS 1000 cTereHu BhIPaXKEHHOCTH, 0€3 yBEJIMYSHHSI MPOLIEHTA OJACTHBIX KJIETOK
B nepudepuyeckoit kpoBu (<1%) u koctHOM Mmo3re (<5%), Oe3 aOCOMOTHOIO MOHOILIMTO3a B
nepudepruueckor KpoBU, MPU 3TOM JIMCILIA3us BhIsIBIsieTcs: Oonee yem B 10% kiieTok aByX u Oosee

POCTKOB KPOBETBOPEHHUSI.

MJC c¢ u3dbiTkoM OsactoB-1 — Bapuant MJIC, nnsi KOTOporo xapakTrepHa LUTONEHHS OO0
CTEMICHH BBIPAXEHHOCTH 0€3 aOCOMIOTHOTO MOHOITMTO3a, MPH ATOM OilacTel Oe3 mamodek Ayspa B
nepudepruueckoil KpoBH COCTaBIAIOT MeHee 5%, a B KocTHOM mosre — oT 5,0 g0 9,9%, mpoueHT
KOJIBIIEBBIX CHIEPOOIACTOB MOXKET OBITH JTI000M, BHE 3aBUCMMOCTH OT MyTaluu rea SF3B1, Tak xe,

KaK 1 KOJIMYCCTBO KIJICTOK C ,Z[PICHJI&BPIGIZ.

MJC ¢ u3dbiTkOM OsactoB-2 — BapuanT MJIC, 11 KOTOpPOro XapakTepHa ITUTOIICHHS JTFOOOM
CTETICHU BBIPAXKEHHOCTH 03 aOCOJIIOTHOTO MOHOIIMTO3a, IIPU ATOM OJACThI, BOBMOXHO C IMaJIOYKaMu
Ayapa, B mepudeprudecKkoil KpOBH COCTaBIAIOT OT 5 10 19,9%, B koctHOM Mo3re — oT 10 mo 19,9%,
MPOIIEHT KOJIBIIEBBIX CHIEPOOIACTOB MOXKET OBITH JIFOOOW, Tak ke, KaK U KOJIMYECTBO KIIETOK C
nucrnazueit. B cnydae, korga npu MJIC ¢ u30bITKOM OnacToB-1 B OJACTHBIX KIJIETKAX BBISBIISIIOT

najgouku Ayspa, sepuduiupytot auarno3 MJIC ¢ u30biTkoM 61acTOB-2.

MIC ¢ uzonupoBannoii nenenueit (5q) (MAC-5q-) — Bapuant MJIC, st KOTOpOro xapaxkTepHa

anemusi (HB <100 r/m), yaiie MakpoLIMTapHOTO XapakTepa, BO3MOXKHO B COUETAHUU C HOPMAJIbHBIM



WIM TIOBBIIICHHBIM KOJMYECTBOM TPOMOOIIMTOB, 0€3 yBENIMUYEHHUs TNPOIEHTa OJIaCTHBIX KIETOK B
nepudepuueckoii kpoBu (<1%) u koctHoM wMmo3re (<5%), aOCONIOTHOrO MOHOLUTO3a B
nepudepruueckod KpoBH, MPU STOM AHUCIUIA3USl BBIABISETCS B KIETKAX SPUTPOUTHOTO psiia u
MErakapuouuTax, MpU [UTOTEHETUYECKOM HCCJIEAOBAHUM KOCTHOTO  MO3ra  OINpEAesieTCs
u30iaupoBaHHas neneuus (5q), WM B COYETAHUU C JPYrod aHOMaIMEl, 3a HUCKIIOUEHHEeM 7-i

XPOMOCOMBI.
MUIC nexiaaccupuumupyemsiii (MIC-H):

1. Bapuant MJIC, ¢ kpurepusimu MJIC-JII, MJC-KC-JI, MAC-KC-MJI, MAC-MJI u MJIC-5g-,
HO C KOJIMYECTBOM OJacTHBIX KJIETOK B mepudepuyeckoil kpoBu =1%, mpu AByx u Ooiee
U3MEPEHUSIX;

2. Bapuantel MJC-JIZI, MJAC-KC-JIZIT u MJ/C-5q-, mpu KOTOpBIX BBIABISIIOTCS KIMHUYECKH
3HaYMMasi NaHUUTONCHNUS;

3. BapuanT MJIC, npu KOTOPOM BBISIBIISIETCS KIIMHUYECKH 3HAYMMasi IUTOTICHUS ¢ Onmactemueit <2%,
1 OnacTHBIMU KieTKaMH <5% B KOCTHOM MO3re€, HO JUCIUIa3us BblsiBIseTcs MeHee yeM B 10%
KJIETOK B JIIOOOTO  pOCTKA KPOBETBOPEHHS, MPU ATOM OOHAPYKUBAIOTCS LIMTOT€HETUYECKHE

aHoMauu, matoraomonndHbie 1y MJ(C.

M/IC HU3KOro pucKa — rpyIIa NAalUeHTOB, Y KOTOPBIX IPH IOACYETE NMPOTHOCTUYECKUX HUHIEKCOB
omnpezesieHa TpyIina HU3KOro pucka v npoMekyTodHoro-1 mo mkane IPSS, ouenb HU3KOr0, HU3KOTO U

MIPOMEXKYTOUYHOTO pucKa mno mkaie [PSS-R.

M/IC BBICOKOI0 PUCKA — IPyIa NAllUEHTOB, Y KOTOPBIX MPH MOJACUYETE MPOTHOCTUUECKUX UH]IEKCOB
ompezesieHa Tpynna MPOMEXKYTOYHOTO-2 W BBICOKOro pucka mo mkaine IPSS, mpomexyrouHoro,

BBICOKOTO M OYE€Hb BBICOKOTO pucka 1o mkane [PSS-R.

HeiiTpopuiabHblii 0TBeT — yBenudeHue ducia HeutpodwmioB Oonee yemM Ha 100% OT MCXOTHBIX

3HAUYECHUH.
Heynaua jiedenust — ieTagbHbIA UCX0/] HA (hOHE TEpANTUU WJIU TIporpeccust 3a00JIeBaHUs.

Oo0mas BbiKMBaemocTb (OB) — mnsa ouenkn OB aHanu3upyroT BpeMEHHbIE MHapaMeTpbl BCEX
IIAI[MEHTOB, BKJIOYCHHBIX B UCcienoBaHue. TOYKOM OTCYeTra SBISICTCS JACHb Hadajga TEpaluu.
CoObITHEM CUMUTAETCS TOJIBKO CMEPTh MALMEHTA OT 000N NPUYMHBI (PaHHSS JIETAIBHOCTb, CMEPTH B

MIePHOT PEMHUCCHH OT JI000H MPUIMHBI, CMEPTH B TICPHO] PEIIUANBA).

Octpoiii Jeiiko3 (OJI) — rereporeHHass Trpymnna KIOHAJIbHBIX 3a00JIEBAHUM CUCTEMBI KpOBH,
BO3ZHMKAIOIIUX BCJIEACTBUE MyTaluu reMomnodtudeckoi crBosioBor kietku (I'CK) u mpuBomsmmx k
YBEIMUCHUIO ONaCTHBIX KJIETOK Oojee 20% B KOCTHOM Mo3re w/wiu mnepudepuyeckoit kposu. 1o

HarpasjieHHOCTU OnacTHBIX KieTok OJI pa3aensor Ha:
OcTpblii MUeJTOUIHBIH Jeliko3 (OMJI) — Muenon1Hast HaPaBICHHOCTh OJIACTHBIX KIICTOK.

OcTtpsiii mumdodaacTublii Jgeiiko3 (OJIJI) — numdonaHas HapaBICHHOCTb OJIACTHBIX KJIETOK.



Monnas pemuccusi (ITP) — cocrossHre KpOBETBOPHOUW TKaHH, IPH KOTOpoM remormoouH >110,0 1/,
nefirpodmasl >1,0x10%/1, GacTHbIe KIETKM OTCYTCTBYIOT, Tpombormtsl >100,0x10%/m, GnacTHsle

KJIETKH B KOCTHOM MO3Te <5%, BO3MOXKHA MIEPCUCTUPYIOIIAS AUCILIA3US.

IMomuxumuorepanust (IIXT) — naubosnee ompaBmaHHOE COYETAaHWE IUTOCTATHYECCKUX IPETapaTos,
KOTOpOE TMO3BOJISET JOOUTHCA MaKCUMalbHO TMOJOXKUTENbHOrO 3(ddekra, B uvactHoctu IIP, mpu

OHKOI€MaTOJIOTHYECKUX 3a00JICBaHUSIX.

IIporpeccusi 3a60J/ieBaHusI — YBEJIWYEHUE KOJMYECTBA OJIACTHBIX KJIETOK Oojiee yem Ha 50% wu
nepexon u3 mnepBoHadadbHOro BapuaHta MJIC B Gonee mpoaBunyThii (MJIC-JIA:PA B MAC-M/I,
MAC-MJI 8 MIIC-UB-1, MJIC-1b-1 8 MJIC-1b-2) (xapaktepuctruka BapuantoB MJIC mpeacrasicHa
B pasmene 1.5. «Knaccuduxamus 3aboneBaHus WA COCTOSHMS (Tpynmbl 3a00JeBaHUN WU
COCTOSIHUH )», B Ta0/1. 1), Mpu ATOM B aHAJIM3aX KPOBU MOXKET OTMEUAThCS CHIDKEHHE MoKa3aresel Ha
50% oT MakcHMalbHBIX 3HaUeHUN U cHIKeHue HB O6osee yem Ha 20 r/71, mosBieHue TpaHc(y3nOHHOM
3aBUCUMOCTH. [Ipu CTaOMIBHBIX MOKa3aTesX ONACTHBIX KJIETOK YCYTyOJeHHE LUTOTICHUH TakKXkKe

SIBJIACTCA MPU3HAKOM ITPOTPECCUA 3a00JIeBaHus.

Peuuaus nociae IP — yBennuenue xommdecTBa OJaCTHBIX KIETOK >5%; cHmxenue Ha 50% u Gonee
qrcia TPOMOOLIUTOB U HEUTPOPHUIOB OT MAaKCUMAJIbHBIX 3HAYEHUH BO BPEMsI PEMHCCUU; CHIKECHUE
nokasareyield remomioOMHa Ha 15 1/m u Oonee, mosBiIeHUE TPaHCHY3UOHHONW 3aBUCUMOCTH OT

SPUTPOLUTCOAEPKAIUX KOMITOHEHTOB.
CniieHoMeraJimsi — ceJe3eHKa MOXKET ObITh YBEJIMUeHA He3HAUUTENIbHO, Ha 1-2 cM.

Crabuwam3zanusi — OTCYTCTBHE YAaCTHUYHOW PEMUCCUHU, HO HET MPHU3HAKOB MPOTPECCHUPOBAHMS B

TeueHue 0oJiee & HEEIb.

Tpancdopmauusi/nporpeccusi — 8 OMJI xoHcTaTupyeTcs npu OOHAPYKEHUH B MYyHKTaTe KOCTHOTO

mosra (KM) unu nepudepudeckoit kpoBu 6omee 20% OmacTHBIX KIETOK.

Tpchn.HaHTaum[ réeMOIMMOITUYECCKUX KJIE€TOK KpPOBH — II04 O3THM TCPMHUHOM O6T>G).II/IH6HI)I

tpancruiantanus ['CK nepudepuueckoit kposu, KM u mynoBuHHOI (MJ1alIleHTAPHON) KPOBH.
TpomOOUUTHBIH KOHIEHTPAT — KOMIIOHEHT JIOHOPCKOIM KPOBH, COIEpKAIIUA TPOMOOIUTHI.

TpoMOGouuTapHBIii 0OTBET — yBEIWUCHUE YHCIa TPOMOOIMTOB >3( 10°/11, cHIDKESHUE 3aBUCHMOCTH OT

TpaHcPy3uil TPOMOOIIMTHBIX KOHIIEHTPATOB.

HHTOFCHCTH‘ICCK&H PEMUCCUA — OTO IIOJHAA KIMHHUKO-ICMATOJOIM4YCCKas pPEMHUCCHUA, IMPHU 3TOM
OUTOICHCTUYCCKUMH MCTOAAMHK HEC BBIABIAIOTCA HCXOAHBIC aHOMAJIMH KapHUOTHIIA; KAPpHUOTHUII JOJIKCH
OBITH HOPMAJIbHBIM. VMeHbIIIEHHE KOJIMUECTBA KIIETOK C XPOMOCOMHBIMHU HAPYIICHUSIMHU MUHUMYM Ha

50% o1ieHUBaEeTCS KaK YaCTUYHBIN [TUTOTCHETUUYECKHUU OTBET.

Yacruunas pemuccus (UP) — te xe xkpurepuu, uro u nis [1P, oqnako O1acTHbIE KIETKH B KOCTHOM

MO3Ir'e€ COCTaBIIAIOT Ooiee 5%.



JpUTPOUAHBI OTBET — TIOBHIINICHHE YpOBHS TeMmornoOnHa Ha 15 1/m m Oomnee, CHUKEHUE

3aBUCUMOCTH OT Tpch¢)y3Hﬁ OPUTPOLIUTCOACPKAIMMH KOMIIOHCHTAMM.

3pqu0unTc0z[ep>Kamue KOMIIOHECHTBI I[OHOpCKOfI KpOBH— KOMIIOHCHTLI I[OHOpCKOﬁ KpOBH,

COACPIKAIIUC SPUTPOUNUTHI (3pI/ITpOHI/ITHaH Macca, SpuTpouuTHasA B3BCChb U T. II.).



1. Kparkast ungopmanus

1.1. Onpenesienne 3a00/1eBaHUs UM COCTOSTHUS (TPyNnbl 3a0071€BaHUNA WJIH
COCTOSIHMH)

MuenoaucriacTuieckKiue CHUHIPOMBI TPENCTABISAIOT COO0OM TEeTEPOTeHHYIO0 TPYIIY KJIOHAJbHBIX
3a00JIEBAHUM CUCTEMBI KPOBH, XapaKTEPU3YIOIIUXCS LUTONEHUEW, NMPU3HAKAMHU IJUCMHUENOIN033a U

BBICOKUM puUCKOM Tpancopmaruu B OMII [1,2].

1.2. THONI0OTMA U IATOTeHe3 3a001eBaHUs UJIM COCTOSIHUSA (TPYyNIbI
3200J1eBAaHUM WJIM COCTOSTHUIA)

B 80-90% cayuaes oartuonorus MJIC wneusBectHa, B 10-15% pasButruio 3aboneBaHus
MpeIIecTBOBajla [MUTOCTAaTUYECKas W/WIM Jy4yeBas Teparus, KOTopas MIPOBOAMIACH MO TOBOAY
CUCTEMHOTO TMOPAXEHUs COCIUHUTEIbHOW TKaHW WM JAPYroro OHKOT€MAaTOJIOTHYECKOTO WU
oHKonoruyeckoro mporecca. Cpeau (HakTopoB, BO3IEHCTBUE KOTOPHIX YBEIUYUBACT PUCK PA3BUTHS
MJIC, MOXHO BBIACIUTh KypeHHE, KOHTAKT C OCH3MHOM, WHCEKTULIMJAMHU, MEeCTUIUIaMHU,

OpraHn4YCcCKUMHU BCIICCTBAMMU.

N3yuenue mnaroreneza MJIC Ha NpOTSIKEHUM HECKOJIBKUX JAECATKOB JIET MO3BOJUJIO BBIACIUTH
HECKOJILKO OCHOBOITOJIATAIOIINX 3TANOB Pa3BUTHA 3THX 3a0osieBaHui. Bo3aeiicTBre MOBpEKIAIONTNX
(GakTOpoB Ha IUTIOPUIOTEHTHBIE TeMomodThueckue crBoioBbie kieTku (['CK) mnpuBomutr k
(GOpPMHUPOBAHUIO KIIOHAJIBLHOIO KPOBETBOPEHHS, BKIIIOUAIOIIETO BCE KJICTOYHBIC JIMHUM, PEAKTHUBHOE
W3MEHEHHUE CTPOMAJIBHOTO MHUKPOOKPY)KEHUSI U JUM(PATUUECKOM CHUCTEMBI, YTO TIPUBOAUT K
yBEeIMUEHUIO mpoiudepannu u amonrto3a B kKocTHOM Mmo3re (KM). [losBrieHne HOBBIX MyTaiui
CIIOCOOCTBYET NallbHEUIIEH KIOHATHHOW BOJIONNU YK€ UMEIOIIErocs MaToJIOTHUECKOTO KJIOHA, YTO

COMNPOBOXKIACTCS YMEHbIIICHHEM anonTo3a u TpaHcdopmarnueii B OJI [1,2].

1.3. Dnugemuoiorus 3a00/1eBaHusl UJIH COCTOSIHUS (TPyNIbI 3200/1eBAHUN HJIH
COCTOSIHMH)

B Esporne u CIIIA 3a0oneBaemMocTb B 0011€H NOMYJIALMUA COCTABIsSIET 0Koslo 4—5 cimydaeB Ha 100 ThIC.
HaceneHus B rof. bonee 80% nanuentoB MJIC — 3to mtogu crapiie 60 net. [locne 60 ner yactora
yBenuuuBaercs 10 20-50 ciayuaeB Ha 100 Thic. yenoBek B roxa. B memom B EBporie exeromHo
JUArHOCTUPYIOT MPUMEPHO 25 ThIC. HOBBIX CIydaeB. YUUTHIBAasi HEYKIIOHHOE «CTAPEHUE» HACEJIECHMUS
EBponbl, momarator, uro uuciao namueHtoB ¢ MJIC Oymer B Ommkailiive AeCATUIETHS UMb

BO3pacrarh [1-6].

Craructruueckux JaHHBIX 0 3a0oseBaeMocTH U pacnpoctpaneHHoctd MJIC B Poccun Her.



1.4. Oco0eHHOCTH KOAUPOBAHUA 3200/ 1€eBAHUA UM COCTOSAHUSA (TPYyNIbI
3a00J1eBaHU il MJIN COCTOAHMI) 110 MeKIYHAPOIHOM CTATUCTHYECKOM
Kiaaccupukanum 0os1e3Hed U MPoodJeM, CBSI3aHHbIX CO 310POBbEM

MuegnioguciuiacTudeckue cuHapomsl (D46)

D46.0 Pedhpakrepnas anemust 6€3 cuaepoOIacToB, Tak 0003HAUYCHHAS,
D46.1 PedpakrepHas anemus ¢ cuepoodIacTamu;

D46.2 PedpakrepHas aHemusi ¢ U30bITKOM 01aCTOB

D46.3 PedpakrepHas aHemusi ¢ U30BITKOM 01aCTOB ¢ TpaHchopMayen
D46.4 PedpakrepHas aHeMusi HEyTOUHEHHAs

D46.7 dpyrue M/IC

D46.9 M/IC HeyTOUHEHHBI

1.5. Knaccudurkanus 3a00/1eBaHUA WM COCTOAHUSA (TPyNNbl 3200/1eBaHUNA WIH

COCTOSTHU M)

C 2000 r. mpum Bepubuxarmuu pguarHoza MJC wucnons3oBanu kinaccudukanuu BcemupHoit

opranm3aruu 3apaBooxpanenus (BO3) (mepecmotp ot 2008 1. [7]), B xoTopyro B 2017 romy mocie

O4YCPCAHOIO MepeCMoTpa OBLIN BHECEHBI CYIICCTBCHHBIC NU3MCHCHMUA:

1. Usmenenune nomenknarypsl MJIC. B HacTosimieit kiiaccuukanum UCKIIIOUYEHO KITF0OYEBOE MOHSITHE

«pedpakrepHas anemMus» s Bcex BapuanToB MJIC. /I coBpeMeHHOTro 0003HaYeHUS BAPUAHTOB
MJIC xir04eBBbIM CTaj0 TOHSATHE «MHENOAMCIUIacTHYeCKuil cuniapom». Hampumep, MJIC c
konbpleBbiMU cuaepobnactamu (KC) u mynsrununeitnot aucruiasuedt, MJIC ¢ u30bITKOM
0yracToB-2;

. OcobenHoctu noxacuera OnacTHbIX Ki1eTok B KM oT Bcex simpocoaepskamux KIETOK KOCTHOTO
MO3ra;

. UuTepnperanusi yBEIWYEHHOTO KOJIMYECTBA KOJIBIEBBIX CHUIAEPOOIACTOB B 3aBUCUMOCTH OT
HallMyusl WU OTCYTCTBUSI MyTauuu B reHe SF3BI: npu Hamuyuu MyTauuu B reHe SF3BI
MOPOTOBOE 3HAYEHUE KOJBIEBBIX CHAEPOOIACTOB >5%, MpH €€ OTCYTCTBUU WJIM HEBO3MOXXHOCTHU
onpeaenenus >15%;

. Y namuentoB MJIC ¢ genenueil JJIMHHOTO Tjieda S5- XPOMOCOMBI JIOIYCTUMO BBISIBICHUE €l

OJTHOM aHOMAaJIMU KapuOTHUIIa, 32 UCKIIOUEHUEM a0eppaliu 7-ii XpOMOCOMBI.

VYuutsiBasi BbllIeU310keHHOE, BapuanThl M/IC B COOTBETCTBUU € akTyalbHbIMU KpuTepusimu BO3 ot

2017 rona npeacrapiieHbl HUXKE [8].

1. MJIC c nuneiHo#M (ogHOMMUHEHHOW) nucmiazueit (JIJ1):



2. MJIC ¢ mynbTununeino aucrnaszueit (MJIC-MU).

3. MJIC c xonbueBbiMu cuaepobnactamu (MIC-KC):

— MJIC ¢ konbleBbIMU cusiepodacTamu v JinHeitHoi nucruiazuent (MIC-KC-JIN).

— MJIC ¢ kombIieBBIMU cHuiepoOIacTaMu U My abTHiHHEHHON auctutazueit (MJC-KC-MJT).

4. MJIC ¢ uzoaupoBaHHOM Aenenueit JNIMHHOrO mieda 5-ii xpomocombl (MJIC-5q-)

5. MJIC ¢ u30BITKOM OJIaCTOB

— MJIC ¢ uz6siTkoM OmactoB-1 (MIC-Ub-1);

— MJIC ¢ u36siTKOM OactoB-2 (MIC-UB-2);

6. MJIC nexnaccudunupyemsiii (MIC-H).

Kputepuu BapuantoB MJIC npezacrasnens! B Tabauie 1.

Ta6mauna 1. Knaccudukarus MJC BO3 2017 1. [8]

BapwuaHT Ovcnnasusg, LUnTonenus?, KonbueBble BbnacTHble OcobeH-HoCTH
KONNYEeCTBO KOINYecTBO cngepobnacTbl knetkn B KM un KapuoTuna
pOCTKOB pOCTKOB (npwm MyTaumn MK, %

SF3B1), %

MAC c JINHENHOMN 1 1-2 <15 (<5) KM <5, Jliobori, Kkpome

Aucniasuen nK <1, 5qg-

(MAac-na) nanoykun Ayapa

- HeT

MAC c MynbTUIMHENHOMN 2-3 1-3 <15 ( <5) KM <5, Jo6oii, kpome

avcnnasuen (MAC-MA) MK <1, 5g-

nanoykun Ayspa
- HeT

M/AC c konbueBbiMu cugepobnacramn (MAC-KC)

MAC-KC 7 NIMHENHON 1 1-2 >15 KM <5, Jliobon, kpome

ancnnasuen (>5) NnK <1, 5g-

(MAcC-KC-ng) nanoyku Ayspa

- HeT

MAC-KC n 2-3 1-3 >15( >5) KM <5, Jliobon, kpome

MYNbTUTNHENHOMN MK <1, 5g-

ancnnasuen nanoykun Ayaspa

(MAC-KC-MA) - HeT

MAC c u3onuMpoBaHHOM 1-3 1-2 HeT nnu nobon KM <5, 5g- +/-1

aeneuuen ANUHHOIO MK <1, nobaBoyHas

naeya 5 XxpoMoCOMbl nanoykun Ayspa aHoManumsa  3a

(MAC-5qg-) - HeT WUCKJIIOYEHU-EM

-7/7g-

MAC c n3bbiTtkoMm 6nacros (MAC-UB)

MAC-UB-1 1-3 1-3 HeT vnn nobon KM <10 (5-9), No6on

MK <5
(2-4),
nanoykn Ayspa
- HeT
MAC-UB-2 1-3 1-3 HeTt nnun nobon KM 10-19, NK No6on
5-19, nanouku
Ayspa —-/+

MAC Heknaccuduuupyemsbiii (MAC-H)




c 1% 6nactos B K 1-3 1-3 HeT vnn nobon KM <5, MK = No6oi

15, nanoukwu

Ayapa - HeT
C JIMHENHOW Aucnnasnen um 1 3 HeT vnn nobon KM <5, MK <1, oboin
naHumMToneHuemn nanoyku Ayspa

- HeT
Ha OCHOBaHun 0 1-3 <158 KM <5, MK <1, MAC-
LMTOreHeTUYeCKnx nanoykun Ayspa aHoManmn®
N3MEHEHMUN - HeT

KM - kocTHbin Mo3r; MK - nepudepunyeckas KpoBb. Aucnnasma cYMTaeTcs 3HAYMMOM, KOrga Npu3Haku AUCNIa3vn BbisiBNEHbI B
>10% KeToK 3pUTPOMNLHOIro, rpaHyNoOLUMTapHOro, MerakapmoumTapHoOrQ poCcTKoB.

aYpoBeHb remMornobuHa <100 r/n, konmuecTso HeiTpodunos <1,8x10%/n, TpomboumnTos <100x10°/n, MoHouuToB <1,0x10%/n.

6 Ecnu 6nactsl B MK onpeaeneHbl B 2 1 bonee aHanusax.

B Ecnu KC >15%, 10 310 MAC c KC 1 nnHenHon ancnnasunen.

" AHomanuu kapuoTuna, Hambonee yacto BcTpevatowmecs npu MAC: -5/5q-, -7/7q-, usoxpomocoma 17q/t(17p), -13/13qg-, 11g-,
12p-/t(12p), 9qg-, idic(X)(q13), t(11;16), t(3;21), t(1;3), t(2;11), inv(3)/t(3;3), t(6;9). AHoManun kapuotmna +8, 20g-, -Y 6e3
MopdOoNorMyecknx Kputepmes He aBNAIOTCA nosoaoM Bepuduumposate MAC.

[Ipu rucrtonoruyeckoM HccleqoBaHUM TpenaHoOuonTaroB y mnanueHtoB ¢ MJIC wyame Bcero
BBISIBISIIOT HOpPMO- WM runepkierounblii KM, m Tombko B 10-15% ciydaeB oOHapyXkuBaeTCs
TUMOIJIa3usl KpoBeTBOpHOM TkaHu U B 10-15% — ¢ubpo3 cTpombel 2—3 cTemeHu, 4TO MO3BOJSET
BetensaiTh MJIC ¢ rumoruiasuedn kpoeTBopenus uinu MJIC ¢ ¢ubposzom crpomsl. JlaHHBIE
ocobennoctu teuenust MJIC nienecoobpa3Ho oTpaxarb B KIMHUYECKOM JuarHose, Hampumep: MJIC ¢
M30BITKOM OJ1acTOB-1, MpoTekaromuii ¢ pudpo3om crpomser 2 crenenn; uiad MJC ¢ MynTbTHINHEHHON

zmcrma:meﬁ, HpOTeKaIOH_II/Iﬁ C TuIonja3uen KPOBCTBOPCHUA.

I[aHHOG YTOYHCHHUC II03BOJIACT MPCAIIOIOKUTD 0COOCHHOCTH TCUCHHS 3360H€B3HI/IH, OIIpCACIINTD

TaKTUKY Tepanuu u ee 3p(HEKTUBHOCTH, a TAKKE BEpOATHOCTH TpaHcdopmaruu B OJI.

MuenonucIiacTH4eCKUe CUHAPOMBI, PA3BUBILIHECS ITOCIIE NPEIIIECTBYIOIIETO HUTOCTATUYECKOTO HITH
Jy4eBOTO BO3JCHCTBUS, paHEE HA3bIBABIIMECS «BTOPUYHBIMUY», B Kiaccupuxammu BO3 2017 r

OTHCCCHBI B I'PYIIITY MHUCITIOUIHBIX HCOHJ’I&BHﬁ, CBsA3aHHBIX C HpC,ZIIHeCTBYIOHIeﬁ Teparmeﬁ.

C yuerom HOBoM HOMeHKIATypel MJIC B Tabnuiie 2 nmpencraBieHo cooTBeTcTBre BapuanTtoB MJIC mo
kimaccudukaruu BO3 2008 . m BO3 2017 1.

Tabauua 2. CoorercrBue BapuantoB MJIC no knaccudpukauuu BO3 2008 r. Bapuantam MJIC no
kimaccudukaruu BO3 2017 1. [7,8]

BO3 2008 . BO3 2017 r.

PedpakTepHass uMTtoneHMs C NUHENHOM Aucnnasunen: PA, MAC c nuHerHoOM aucnnasnen

PT, PH

PedpakTtepHas aHemums ¢ KC MAC ¢ KC u nuHerHon gucnnasmen
PedpakTepHas UMTONEHUS C MYNbTUIMHENHOM AUCNa3nen MAC ¢ MynbTUNMHENHON Anucnnasunen

MAC ¢ KC n MynbTUIMHENHON Aucnnasmen
MAC c nsonnpoBaHHOM Aeneumen 5q
MAC Heknaccmbunumpyembii

PedpakTepHas aHeMusa ¢ n3bbITkoM 6nacTtos-1 MAC c nsbbiTkom 6nacrtos-1
PedpakTepHasi aHeMusa ¢ n3bbITKoOM 6nacToB-2 MAC c nsbbiTkom 6nactos-2
MAC ¢ nsonuposaHHOW Aeneumen 5q MAC ¢ nsonuposaHHOW Aeneumen 5q

MAC Heknaccubunumpyembli

MAC Heknaccuduunpyembin MAC Heknaccuduunpyembin




1.6. Knuauveckasi kKapTrHa 3a00/1eBAHUS UJIM COCTOSIHUS (TPYyIIIbI
3200J1eBAHUM WJIM COCTOSTHUIN)

OcHoBHble knuHudeckue nposisiaeHuss MJIC necneuuduunbl u Haubosiee yacTo OOYCIOBIEHBI Kak
KOJINYECTBEHHBIMH, TaK U KaU€CTBEHHBIMU U3MEHEHUSIMH CUCTEMbI KPOBETBOPEHUS: IUTONEHUYECKUI
CUHAPOM (aHEeMHUYECKUW CHUHAPOM, TEeMOPpParMuecKuil CUHAPOM, JIEHKOMEeHHs), WH(EKIIMOHHBIC

OCJIOKHCHUA, B-CI/IMHTOMBI, CIUICHOMCTAJINA, aYTOUMMYHHBIC ITPOSABJICHUS.

AyTOoMMMYHHbBIE niposiBjaeHusi ~ B 10% ciaydgaes M/IC MmarudecTupyeT ¢ ayTOMMMYHHOTO TIpoIiecca:
CHUCTEMHBIA BaCKYJIUT, HEKPOTHMYECKUM TMAaHHUKYJIUT, CEPOHETAaTUBHBIA apTPUT, pPEBMATUUYECKas

nonumuanrus, KymOc-nonoxxurenabHasi FeMOIUTHYECKas: aHEMUS, IEpUKapIUT, mieBpuT [1-5].



2. /luarnocruka

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001e8aHUS U CBA3AHHbIX C HUM COCMOAHULU
UMem O02PAHUYeHHYI0 O00KA3amenvbHylo 043y 6 COOMBemcmeuu Cco WKAIAMU OYEHKU YPOBHs
docmogepnocmu  ooxkazamenvcme (V) u yposus ybeoumenvnocmu pexomenoayuti (YYP) no
npudUHe OMCYMCmeUs NOCGAUJEHHBIX UM KIUHUYeCKux ucciedoganuti. Hecmomps na smo, ownu
AGNAIOMCSL HEOOXOOUMBIMU dNeMeHmamu 00C1ed08aHus nayueHma O YCMAHOBNeHUs: OUacHo3a U
8b100pa MAKMUKU JieueHus, maxK Kak oonee 3ghgexmusnvie u 0oKazamnHvle Memoobl 8 HACMOosujee
8pems He pa3pabomanoi.

s eepughuxayuu ouacnoza MJC crnedyem yuumvigamv HAOOP HEOOXOOUMbBIX U PeULAOUUX

Kpumepues.
1. Heooxo0umpwle Kpumepuu
o Cmabunvnas yumonenus 8 1 unu 6onee pocmkax 6 meuenue >4 mecayes, 8 4aCmMHOCMU.

yposens eemoznobuna <110 2/n, konuuecmeo nesimpoguinos <1,8x10°/n, mpomboyumos — <100x10°%/

.

o Omcymcmeue Opyeux cemamoiniocudecKkux u HezemamaolocuveckKux 36160]16661HM1:Z, Komopbvie

npomexaom ¢ yumoneHusamMu.
2. Pewwaroujue Kpumepuu

e Nlucnnasus >10% om 6cex KIemoK 3SpUMpOUOHO20 U/UMU  SPAHYIOYUMAPHO20, U/ UlU
Me2aKapuoyumapHo20 pPOCMKO8, BblAGIEHHAs. NPU MOP@ON0SUYECKOM UCCIE008AHUU KOCMHO20
Mo3ea.

o >15% KC unu >25% KC 6 couemanuu ¢ mymayueu SF3B1.

o 5-19% bnacmuwvix xknemox 6 KM unu 2—19% bracmmuwlx kiemox 8 nepughepuyueckoui Kposi.

o Tunuunvie aumomanuu xapuomuna (-7, 5g— u Op.), 6vlAGIeHHbIe NpPU  CMAHOAPMHOM

yumozceHemuyeckom ucciedosanuu uiu memooom FISH.
3. /lononnumenvnvie Kpumepuu

Ecnu ecmb neoboxooumvie kpumepuu (1), o Hem pewarowux Kpumepues (2), HO ecmv KIUHUYECKAS
Kapmuua, 00YCNO6IeHHAs. MAKPOYUMAPHOU anemuell U MpaHC@HY3UOHHOU 3A8UCUMOCTbIO, MO

noomeepIHcOeHuemM OUAeHo3a Mo2yn Oblmb:

o Amunuunvii ummynopenomun kiemox KM co mmuoscecmeennvimu MJ]{C-accoyuuposanHvimu
abeppayusamu, 8blA8IeHHbIN NPU UMMYHODEHOMUNUPOBAHUU U NOOMBEPAHCOAIOWULL MOHOKIOHAILHYIO

nonyiaiiayuro 3pump0u0Hblx U MUETOUOHBIX KIEMOK.

® [zuenenus 8 eucmonozuyecxkou kapmuue KM, 6 mom uucie u npu uUMMYHOSUCMOXUMULECKOM
uccnedosaruu, noomeeposcoarousue MJ{C [9].



Huaenos MJ[C noomeepoicoarom u npu menee 3HAUUMOU yumonenuu (Hanpumep, 2emozanooun 115 2/x,
Konuwecmeo mpomooyumos >100x%1 0’ /1), ecau npu yumozeHemuueckom uccieoosanuu KM eviasnenvl

o0ocmosepHble uzmMeHneHus kapuomuna, xapakmepuuie onsi M/{C.

IIpuznaxu muenooucniasuu moeym eviaeiamoca 6 KM uiu nepugepuueckoi Kposu He moivKo npu

MJIC, no u npu opyaux 3a601e8aHUSAX HEKIOHAILHO20 XApaKmepa.
1. Jluzspumponoss mosicem Habaio0amvcs npu.:

o Bjy/goramoedhuyumnoix anemusx,

* BPOHCOEHHOU OU3IPUMPONOIMULECKOL AHEMUU,

*  QYMOUMMYHHBIX 2EMOIUMUYECKUX AHEMUSIX,

* NApOKCUIMAanbHoOU HouHoU cemoznobunypuu (I1HI);

* ANIKO2ONIbHOU UHMOKCUKAYUU,

o gupycHvlx uH@ekyusx (cenamumvi B u C, supyc ummynooeuyuma uenosexa (BUY), supyc
Inwmeiina—bapp (3bB), napsosupyc B19),

o UHPDEKYUOHHBIX 3A001eBAHUAX (MUTUAPHBIU MYOepKYLe3, MANApUs, 1eUUMaHuos);

e OompasieHuu OeH3UHOM, CRUHYOM U OPYUMU MANCENIMU MEMALNAMU,

* KaK MNposGleHUe NapaHeoniacmuyeckou peakyuu, 6 mom uucie npu eoeievenuu KM npu
TUMPomax/neuxosax;

*  AYMOUMMYHHBIX 3A00/1€8AHUAX (CUCMEMHASA KPACHAS BOIYAHKA, AYMOUMMYHHBIU MUPeououm),

o Oepuyume meou u/unu uzdvimouHom nocmynienuu yunka ¢ nuwei [10,11].
2. Hucepanynonoasz mosicem Habno0amvcsi:

e NpPU  UCNONB308AHUU  JIEKAPCMBEHHLIX  Npenapamos  (YenoseyecKuti  peKoOMOUHAHMHbLU
epanynoyumapuuli Kononuecmumynupyrowuu pakmop (I'-KC®), ummynooenpeccanmet),

o npu supycuulx ungexyusix (BUY, 3bB);

e KaK nposeéienue napaneoniacmuyeckol peakyuu,

e nocne xumuomepanuu (XT) u 6 nepuod soccmanosnenusi KM.
3. ucmezakapuoyumonosz modicem HAOM00aAmvCsl:

o npu BUY-ungexyuu;
o PEAKMUBHOM/NApaHeonIaAcCmMu4eckom mueropuopose;

e nocie mpaucnianmayuu kocmuoeo mosea (TKM) u nposedenHotl xumuomepanuu.

Ouenv  gadxcHo npu  nposedeHuu  oupgepenyuanvroti  ouacHocmuxku  MIC  yuumwvieamo
anamHecmuyeckue OaHHvle 00 UMEIOWUXCS XPOHULECKUX 3a00/1e8aHUSX, KOMOpble MO2Ym NPOmMeKams
C YUMONEHUYECKUM CUHOPOMOM, NPEOULeCmEYIOWUX XUMUO- UIU JY4esol mepanuu, UMMYHOmMepanuu,
NeHeHuy Npenapamamu  paouoaKmuHo2o 1ood, npo@pecCUOHAIbHbIX BPEOHOCISIX, CEA3AHHbIX C
8030elicmeuem BpedHbIX eewjecms (0coOeHHO OeH30na), YynompeoOieHuu aiKoeous, KypeHul,
CKAOHHOCMU K CNOHMAHHLIM KPOBOMEUEHUAM U UHDeKyusm. Y Mono0bix nayueHmos HeooXooumo
NPUHAMb 80 HUMAHUE COCMOSHUL, VKA3bIBAIOWUE HA HACIeOCHEECHHbLE HAPYULCHUSL 2eMON03Ad, MAaKUe

Kkax anemusi PanKoHu U 36160Jl€6aHuﬂ, CBA3AHHblE C HApYUleHUuem ONUHbL menomep (HaCJleacmgeHHblﬁ



ouckepamo3 u 0p.). [na noxcunvix nayuenmos HeoOX0OUMO UCKIIOUUMbL BMOPUYHBLIL XapaKmep
U3MEeHeHUll, 8 Nepeylo ouepedb ACCOUUUPOBAHHBIL C COMUOHbIMU onyxoaamu. I[lpu omcymcmeuu
yeenudenus Koauuecmea O1acmHuulx K1emokx u/unu Xapakmepuwlx anomanuii kapuomuna ouaznos MJ/[C
A61AeMcsi OUACHO30M UCKIIOUEHUs, mpedyIowuM muamenbHo2o U NPUCMAalbHo20 00C1e008aHUs U

OUHAMUYECKO20 UCCTE008AHUS KOCIHO20 MO32d.

2.1. ’Kaa00bI 1 aHAMHE3

Y Bcex mnanmeHToB npu mnopo3peHnd Ha MJIC ¢ 1enpl0 yTOYHEHHMS JAMarHo3a M BBISBICHUSA
KJIMHUYECKH 3HAYMMBbIX COMYTCTBYIOIIUX 3a005IeBaHUl Mpu cOope xanod v aHaMHe3a peKOMeHayeTcsi
oOpaliare BHUMaHUE Ha BpeMs MOSBIEHHUS MEPBbIX Kajl00, NMHAMHMKY pa3BUTUS 3a00seBaHUS,
HaJM4KMe COIYTCTBYIOIIECH MAaTOJIOrUU, MPOo(ecCHOHANbHbIE BPEIHOCTH U YCJIOBHS KU3HU MallMeHTa,
paHee MPOBOAMMYIO TEparHio MO MOBOMY APYTUX 3a0ojeBaHUN (0OCOOCHHO OHKOT€MAaTOJIOTHYECKHUX,

ayTOMMMYHHBIX 1 Jip.) [1-5].
YpoBenb yoeaurteabHocTu pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH /10Ka3aTebCTB — 5)

KommenTapuu: npu MJ[C cneyuguueckux scanod ne cywecmsyem. Haubonee uacmo nogooom 01
obpawjenuss  AGNAIOMCA — aHemuyeckue  Hcanobel  (crabocmv,  YMOMIAEMOCMb,  CHUJMCEHUE
MONEPanmHOCMU K (U3UYECKUM HASPY3KAM), pedce — 2eMOPPpautiecKull CUHOPOM U UH@EKYUOHHbLE

OCJIOHCHEHUA, I’lpOOOJZDfCZ/lme]leOCWZb anamuesza om 1 meciaya 00 HeCKOJIbKUX Jiem.

2.2. PusukajabHoOe 00cIe10BaHHue

e Bcem mammentam ¢ nomo3penueM Ha MJIC wim mnoarBepxkiaeHHbiM MJIC pexomeHnayercs
MPOBOANTHh (DU3WKATbHOE OOCiIeqoBaHNe JUIsi Bepu(UKAIIMM JTUarHo3a W JUHAMHYECKOTO

HaOmonenus [1-4].
YpoBennb yoenureabHOCcTH pekoMmenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: npu gusuxanohom ocmompe HeodX00UMO OYeHUBAMb. COCMOSIHUE KOHCHBIX HOKPOBOS,
CIUBUCMBIX;, HATUYUE UTU OMCYMCMEUe NPU3HAKO8 2eMOppasuieckoco U OmeyHo20 CUHOPOMA;
cneyughuuecko2o  NopasdceHus KOXCU, 2enamochieHoMe2anuy, JaumgoadeHonamuy, NpU3HaKos
oucynkyuu I{HC, cepoeuno-cocyoucmoti, 1e204HOll, MO4e8bl0eNUmenbHOl, SHOOKPUHHOU U KOCHHO-
CYCMABHOU CUCEM, OP2AHO8 HCeNYOOUHO-KUWeuHo20 mpakma. /s pacuema niowaou no8epxHocmu
mena HeobX00UMO UsMepeHue pocma U MAccbl meid, U neped KaicovlM KypcoMm mepanuu — eecd

nayuenma ot akmyaausayuu OQHHDBIX.

2.3. JlaGopaTopHble TUATHOCTHYECKHE UCCICT0OBAHMS



Beoywumu cumnmomamu MJIC senaromcea yumonenuu, xomopwvie OUASHOCMUPYIOM HPU CMOUKOM
CHUMCeHUU 2eMamoslo2ud4ecKux nokazamenel Hudce nopo2osvlx shadenuu: Hb <110 2/n w/unu
abconomnozo uucia metimpogunos (A4H) <I1,8x10°/1, w/umu mpomboyumos <100x10°/n. Bce
ouazHocmuiecKkue npoyeodypbl HANPAGleHbl HA UCKIYeHUe DeaKMUGHbIX YUMONEHUU UIU OpYeux

KJAOHAJIbHBIX 3a001e8aHUl KpO@€Wl60pH01:2 cucmemal.

Cnexmp 1a6OpamopHuIX UCCLe008aHUL, KOMOpPbIU nomodcem 8 eepuguxayuu ouaecrnoza MJ]C,

npeocmasien Huxice.

Ilocne nonnozco mepanesmuiecKkozco o0bcnedosams nayuerma, UcCKidusuieco ((6m0pullellZ))
xapakmep uyunoneHuu, HeoOX00UMO I’Zp08€()€H1/l€ 2emamaoilocuvdecKkoco O6C]Z€()O8CZHM}Z, Komopoe

gKatOuaem 6 ceosi:
® NYHKYUI KOCMHO20 M0O32d C ucciedosanuem acnupama KM:

— yumoJnioeudeckoe uccneoosarnue KM 015 évisieienus kauecmeeHHvIX U KOIUYeCnmEeHHbIX USMEHEHULl 8

Knemourom cocmase KM;

— YyumoxumudecKoe uccne0o8anue Kiemox SPMMPOMOHOZO pﬂda HAa HAlu4due KoJlibyesoblx ¢0p]l/l

cuoepobacmos;
— YumozceHemuyeckoe ucciedosanue 0jisi OnpeoesieHus Kapuomund,

- uMMyHOd)eHOWlul’lu’{eCKOQ uccneoosanue KM 0ns  evissnenus yumomempuiecKkux npusHaxkos

OUCMUETIONII3A,
— MONEKYISIPHOE UCCNedosanue OJisl 8bIAGLEHUS 0COOEHHOCmel 3a001e6aHUsL,

o mpenanodouoncuro KM ¢  nocnedyrowum  eucmonocudeckum U Hpu  HEOOXOOUMOCMU

UMMYHOSUCMOXUMUYECKUM ucciredosanuem KM.

Ilepsuunoe  noomeepocoenue MJI[C  yenecoobpasno  nposooums 8  CHEYUAIUZUPOBAHHBIX
2emMamono2udeckux yeumpax (omoenenusx). /g adexkeammuou eepuguxkayuu OuacHoza u OYeHKU
OuHamuxu mevenust Oonesnu mpebyomes noemopivie ucciedosanuss KM uepes neckonvko neoei,

mecsAyes uiu oaoice nem.

Huacnoz MJIC saensemcs npasomounvim, eciu nocie 4 Mmecyes HaOI0OeHUs He ObLIO
OUAcHOCMUPOBAHO I0O0e Opyeoe 2eMamosiocudeckoe Uil Hecemamoao2uyeckoe 3aboiesanue,

Komopoe Moc2iio Obl 00BACHUMb HAUYUE yumoneHuu.

[na eepuchukayuu ouacnoza, onpedenenus 6apuanma 3a001€6aHUs U 8blOOPA MAKMUKU Mepanuu

HeobX00uMo npoecmu NOJIHOE MepanesmuyecKoe u cemamornocuieckoe oocieoosanue [1-5].

o Bcewm mammentam npu nogo3pennn Ha MJIC, a Taxke mocie BepuduKkanyuy 3a001eBaHUs B TCUCHHE
BCETo Iepuojaa HaOMIONCHUS W JICYCHHUS PEKOMEHJYeTCsl BBINMOJIHEHHE 00I1Iero (KIMHUYECKOTO)
aHaJM3a KPOBH Pa3BEPHYTOIrO C IMOJICYETOM JICUKOIIUTAPHON (POPMYIIbI, C MOACYETOM KOJIMYECTBA

TpOM6OI_II/ITOB U PCTUKYJIOLMTOB Ha AaBTOMATHMYCCKOM aHAJIMU3AaTOpPEC C MCJIbIO ONPCACICHUA



MPUHAJJICKHOCTH K Tpynne pucka (cMm. pasfen 7.1 JaHHBIX PEKOMEHIAlMil) U BbIOOpAa TaKTUKHU

neyenus [12].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAaluil A (YPOBEeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 2)

KommenTapuu: swisgnennvie usmenenus (cemocnobun <I10 o/n wunu abconomuoe Uucuno
neiimpogunos  <1,8x10°/n  uw/unu  mpomboyumos — <100x10°/n1 npu Hanuuuu  NPUIHAKOS
oucmuenonod?za u opyeux kpumepues MJ[C) nozsonam eepuchuyuposams ouacnosz MJ[C, onpederums
NPUHAOIEIHCHOCb K 2PYNNe PUCKA U NOMOZYM 8 8blO0pe makmuxku mepanuu. Yacmoma ucciedoanus
3asucum om eapuanma MJ[C, KIuHuueckux nposaeieHuil U HPOBOOUMOU MepPanuu u Modxicem
Konebamvcsi 0m exHceOHe8H020 UCCLed08anusi 00 edcekeapmanvroeo. llpu uacmom onpedenenuu,
0COOEHHO 8 Nepuoo NpPosedeHUss Mmepanul, 803MONCHO BbINOIHEHUE KIUHULECKO20 AHANU3A KPOBU HA

asmomamuyeckom ananuzamope, bes noocuema J1eukoyumapHou )opmynvl 8 pyuHoOM pedcume.

IIpu mpomboyumonenuu yenecoobpaszen nepecuem no memooy PDoHuo, 0coOEHHO HA MOMeHm
sepugurayuu ouaenoza MJC, max xkax npu HAMUYUU 2U2AHMCKUX HOPM MPOMOOYUMOE BOIMONCHO

3AHUMNCEHHOE Koau4decmeo mpOM60l/ﬂ/lm06 npu noocueme Ha A8MOMAMUYECKOM anamuzamope.

e Bcewm nanuenram npu nogo3penun Ha MJIC, a Takke nmociie BepuQuKaiiy 3a001eBaHus B TEUCHHUE
Bcero mnepuopa HaOmopeHuss u sedeHuss MJIC pexkomeHayeTcsi BBINOJIHEHHE OOILETO
(KIMHUYECKOT0) aHaIn3a MOYH JJIsl JUArHOCTUKH COITYTCTBYIOIIEH MMaTOIOTHH, a TAKXKE JJIsl OLICHKU

pa3BUTH HEPPOTOKCUIHOCTU Ha (hOHE MPOBOIAUMOM Tepamnuu [1,2].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KommenrTapuu: vacmoma uccneoosanus zasucum om eapuanma MJC, kiunuueckux nposeneHuu u

nPOBOOUMOTE MePAnUU, U MONCEM KOLeDAMbCs OM eHCeOHEe8HO20 UCCIe008AHUSL 00 eHCe200HO2O.

o Bcem mammentam npu nogo3penun Ha MJIC, mocne Bepudukanuyu 3a00jeBaHUS B TCUCHHUE BCETO
nepuora  HaOMIOAEGHUS WM JIGUCHHUS  PeKOMEHAYeTCsl  BBIOJHEHHE  OHOXUMUYECKOTO
OOLIETepaneBTUYEKOr0 aHaiu3a KPOBHU C OMpENEJICHUEM YPOBHs 001iero Oenka, aaibOyMUHOB U
I00YJIMHOB, MOYEBHHBI, KpeaTHHWHA, OwnnpyOmHa oOIIero, MNpsIMOr0 U  HEMNPSMOTO;
aJlaHMHAMUHOTpaHc(epassbl, acrmapTaraMUHOTpaHchepassbl, HIETOYHOU docdarassl,
JAKTaTAECTUAPOreHa3bl, YPOBHS XOJECTEPUHA, TPUIIMLIEPUIOB, IVIIOKO3bl [UIsl  BbISBICHUSA

COMYTCTBYIOLIEH NATOJOTUM U onpeaeneHus Taktuku repanuu MJIC [1,2,4,5].
YpoBennb yoenureabHOcTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: sepughuxayus omxionenuti om HOpManibHbIX 3HAYEHUL NOMOXMCem onpeodenums 0ovem
ONYXO01e80U MACCHl, HATUYUE NPUSHAKOS 2eMONU3A U CONYMCMBYIow el Namoao2u, d makice OYyeHumby
paseumue nobouHbIX A61eHUll Ha GoHe nposooumol mepanuu. Yacmoma ucciedosanus 3aeucum om
sapuanma MJ]C, Kaunuyeckux nposeieHuti U NPoBOOUMOU Mepanuu U Moxcem Koniebamvcs om

€IHCeOHEeBH020 UCCIe008AHUSL 00 eNCEKBAPMANTLHOZO.

e Bcewm namuenTam npu nogospennn Ha MJIC, a Takke nocine Bepugukanuu 3a00j1eBaHus, BO BpeMs

BCCro 1mnepuoaa Ha6J'HOI[€HI/I$I U JICUCHHA PEKOMEHAYETCHA HCCICAOBAHUE ChIBOPOTOYHBIX



MmokKazaTelieli mMerabomm3ma keme3za (Kene3o, 00Imas JKele30CBS3bIBAIONIasl  CIOCOOHOCTh
CBIBOPOTKH, PeppHUTHH, TpaHCHEpPpHH, HACBIIIICHHE TPAaHCHEPPHHA KEIIE30M), C ICPUOTUIHOCTHIO |
pa3 B 3—6 MecsIIeB IS OIICHKH HAJIUYHsI MUIH OTCYTCTBHS JACPUITUTA XKelle3a, a TAaKKE ONMPEeACIICHUS
HCXOHOTO YpOBHS (eppuTHHA CBHIBOPOTKM KPOBH M €ro H3MEHECHHMS Ha (OHE TECpaIlnH,

CBOEBPEMEHHOTO Ha3HAYEHUs XeIATOPHOU Tepanuu u olieHkH ee dddexruBHoCTH [1,2,4,5].

KommenTapuu: npu noswviwenuu  ¢geppumuna  Cobl8OpomKU — YelecooOpasHo  Onpeoessms
konyeumpayuio C-peaxmuenoeco 6enka (CPB) 013 uckiiouenus 60CHAIumenvHo20 Xapakmepa

UBMEHEeHUU.
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)

e Bcem manumentam npu nono3peHun Ha MJIC, mocne BepuduKkanuy aMar€Ho3a B TEUEHUE BCETO
nepuofa HaOMIONEHUS U JIEYCHUS PeKOMEHYyeTCsl OmpeleieHrue YpoBHS BuTamuHa B2
(umanokob6anaMuH) U (HONTMEBON KUCIOTHI B CHIBOPOTKE KPOBH VISl OLIEHKH Je(uirTa BUTAMIUHOB

rpynnsl B 1 Ha3HaueHus: COOTBETCTBYIOIIEH Tepanuu npu ux aedurure [1,2,4,5].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KommenTapuu: npu npogsedenuu mepanuu MJC yenecoobpaszno onpedensimov 3HAUeHUs SUMAMUHA

B12 u ¢onuesoti kucnomsi 6 coleopomre kposu om 1 0o 4 pas 6 200.

e Bcem mamuentam npu Bepudukanuu aunarsoa MJIC u3 rpynmnsl HU3Koro pucka (cm. pasuen 7.1
JAHHBIX  PEKOMEHJAllMi)  peKOMeHAyeTcsl, [0  Hayajga  TpaHC(]y3UOHHOM  Tepanuu
SPUTPOLUTCOAEPKAIIMMU KOMIIOHEHTAMH, HCCJIEIOBAHUE YPOBHS HPUTPOINOITHHA KPOBU IS
OIIPEEIICHUS TaKTHKHU Tepanuu, B YaCTHOCTH, BO3MOKHOCTHU Ha3HAYECHUS

spuTponodcTumMmynupyronux npemnaparon (DIICIT) nis nanueHToB ¢ anemusimu [13].
YpoBeHb yOeIUTEILHOCTH PeKOMeHAalnil A (YPOBEeHb J10CTOBEPHOCTH 10KA3aTeJIbCTB — 2)

e Bcem maunmentam ansa Bepuduxanuu auarnoza MJIC u Ha BceM IpOTSKEHUM HAOIIONECHUS MpU
MOSIBJICHUH KIIMHUKO-TA00PAaTOPHOM KapTHUHBI PA3BUTHS TEMOJIUTHUYECKON aHEMHUH PeKOMEeHIyeTCsl

BBHITIONTHEHWE TIpsiMoii TpoOb1 KymOca u rccneqoBanme ypoBHs rantorioonHa kposu [ 14].
YpoBeHb yoeaquTeJIbHOCTH pekoMeHAanuil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3)

KommenTapuu: npu nosaeienuu KiuHuko-1a00pamopHou Kapmumbl pA36UMUs 2eMONUMUYECKOU

aHemuu HeoOX0OUMO UCKIIOYUMb AYMOUMMYHHbII XApaKmep u3MeHeHUll.

o [lamuentam ¢ komuyecTBOM O1acTHBIX KJIeTok B KM menee 5%, a Taxke Mpu HATUYUH KIMHHKO-
71a00paTOPHBIX MPU3HAKOB BHYTPUCOCYIAUCTOr0 remoiinza npu Bepudukanum guarHoza MJIC, a
TaKKe MPU UX MOSBICHUU B IEPUOA HAOIIONCHUS U JICUCHUS] PeKOMEHAYeTCsl UCCIIeI0BaHNE KPOBU
METOJIOM MPOTOYHOMN MUTODIYOPUMETPHUH IJI BHIABICHUS KJIOHA KJIETOK MAPOKCU3MAIIbHON HOYHOU

remornoounypun (ITHT) [15].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)



Kommentapuu: naruuue [IHI-xnona y nayuenmoe c¢ MJ[C onpedensiemca 6 18-25% cnyuaes, u
pasmep KIOHA MOXMCem 8apbupo8ams om MUHOPHO20 00 KAUHUHeCKU 3Hauumozo. llpu obnapyscenuu
mpomoomuueckux — ocnodcHenuni  nayuenmam ¢ IIHI-xnonom  mooicem — nompebosamucs

coomeemcmeyrowas mepanusl.

e Bcem mnammentam npu Bepudpukauuun MJIC pexomeHayercsi McCIEAOBAHHME KOAryJlOrpaMMbl
(AYTB, mnporpomOuH, ¢QuOpuHOreH, arperanus TPOMOOIMTOB) BO BpeMs MPOBEACHUS
cnenupUYecKo Tepanuu, TMepel] WHBA3WBHBIMUA BMEIIATENbCTBAMH (CTEPHAIBHOW MYHKIIMEH,
TpenaHoOUOIICUEH,  YCTAaHOBKOM  IIEHTPAJbHOIO  BEHO3HOTO  Karerepa,  OlEpaTUBHBIMU
BMEIIATENIbCTBAMHM), JUISI OLIEHKH COCTOSIHUSI CBEPTHIBAIOIICH CHCTEMBbI KPOBHU, a TaKke OeJOK-

cuHTeTHYeCKOU (pyHKIMy medenu [1,2,4,5].
Yposenn yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KommenTapuu: npu eviasienuu usmeHnenuii 8 ceepmovigaroujeli cucmeme Kpo8U NPOBOOUMCS UX

KOppexkyus.

e Bcem nmanuentam ¢ nopo3pennemM Ha MJIC, a Takke noaTBepkJeHHbIM auarHozoM MJIC mpu
Pa3BUTHUU TSAKEIBIX UH(PEKIIMOHHBIX OCIOKHEHUN BO BpeMsl MIPOBEACHUS CHEUPUUECKON Tepanuu
PEeKOMeHAyeTCs UMMYHOXUMUYECKOE HCCIIEJOBaHNE OEJIKOB CHIBOPOTKHU C ONPEICICHUEM YPOBHS
UMMYHOTIIO0YyIuHOB KiaccoB G, A, M, mapanpoTenHoB, KpUOII00yIMHOB, C-peakTUBHOTO Oelka
[16—18].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeJbCTB — 4)

KOMMeHTapI/lI/I: BbIAI6JICHHbIE U3MEHEHUA Nno360JI4n1 onpeaeﬂunﬂ) maxkmuxy COI’ZpOGO@MI’I’l@JZbHOT;Z

mepanuu Ha pasHulx smanax npoeedenus cneyuguyeckori mepanuu MJ]C.

o Bcem mammenTam ¢ mogo3penueM Ha MJIC, a Takke mpu MOSBICHUH CUMITTOMOB, XapaKTEPHBIX JJIS
ayTOMMMYHHBIX 3200JICBaHHI COCAMHHUTEILHON TKAaHU, PEeKOMEHYeTCsl MCCIIeIOBaHNE MapKepoOB
BOCTaJIeHUs1 coeauHuTenbHor TkaHu (aHtuctpentonu3na—O (ACJI-O), peBmarouaHbii GhakTop,

antu-J{HK) nis amarnoctuku ayrouMMyHHBIX 3a0oneBanuii [19].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEJbCTB — 5)

KommenTapuu: aymoummynnvlie 3ab6onesanus coeOuHUmMenvbHol mMKAHU HepeoKo NpOmeKaiom ¢
YUMONEHUYeCKUM CUHOPOMOM, umo mpebyem nposedenus ougpgepenyuanrvrou ouacnocmuxu MJ[C, 6
mo oice epemsa npu MJ[C 6 10% cnyuaes 8viA61410MCA CUMNIMOMbL U MAPKEPbl AYMOUMMYHHBLX

3a00/1e8aHUTI COCOUHUMENIbHOU MKAHU.

e Bcewm nmanmenram ¢ nonoszpenueM Ha MJIC u Bo BpeMs JanbHeilliero jeuyeHus He MeHee 1 pasa B
roJl peKOMeHAYI0TCcA onpezenenue anturen kiaccoB M, G (IgM, 1gG) k Bupycy ummyHoaepuuura
genoBeka BUUY-1/2 (Human immunodeficiency virus HIV 1/2) B kpoBu; MomeKymIspHO-
Ouosiornyeckoe uccieaoBanrue Kposu Ha Bupyc renaruta B (Hepatitis B virus) u Ha Bupyc remaruta
C (Hepatitis C virus); onpenenenue anturel k 6aeaHoit tpenoneme (Treponema pallidum) B kpoBu;

JUTSL UCKITFOUCHUST HAIMYMS COMTyTCTBYOIEeH natonoruu [1,2,4,5].



YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: onsa ucknouenus yumonenuu, césasannou ¢ unguyuposanuem BUY, npu eviasnenuu
NONOJNCUMENbHBIX MAPKEPO8 — HAYAI0 NPOMUBOBUPYCHOU U anmubaxmepuaivHou mepanuu. Illpu
HOO0O3PEeHUU HA HAIUYUEe 0CMPO20 UNU XPOHUUECKO20 BUPYCHO20 2enamuma npo8ooumcs onpeoeienue
penauxayuu eupycos cenamuma B u C 6 cvigopomre Kposu. llpu 6viasieHuu noaoicumenbHbix

MapKepo8 — Hauaio npomueo8UpPyCHOU mepanuu.

e [lanMeHnTtaMm ¢ IUTETHHON LIUTOTICHUEH NP HAIMYUH 3MHU3010B cyOheOpunbHoii uiu hedpunbHon
muxopajku Juis Bepudukanuu auarnoza MJIC, a taxxe npu nposeaeHun tepanuu MJIC ¢ uenbio
WCKITIOYCHUS HATMYUS COMYTCTBYIONIEH MATOJIOTHH PEKOMEHIYIOTCSI MOJIEKYIISIPHO-OMOIOTHIECKOE
ucclieZloBaHNEe KPOBHU Ha BUpYc mpoctoro repreca (Herpes simplex virus); onpeznenenue aHTUTEN K
Bupycy mnpocrtoro repreca (Herpes simplex virus) B KpOBH; MOJIEKYJISIPHO-OHOIOIMYECKOE
uccieaoBaHue KpoBu Ha muToMeranoBupyc (Cytomegalovirus); onpeaeneHue aHTUTEN KIacCoB M,
G (IgM, 1gG) k Bupycy Dnmreitna—bapp (Epstein—Barr virus) B kpoBwu [1].

YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

KOMMCHTapI/II/I.' npu 6sblAGNIEeHUU NOJTOHCUNMENIbHBIX MAPKepoe U HAJIUudYuu xapaKmepHoﬁ KAUHUYECKOL

Kapmumbl — HAYA10 NPOMUBOSUPYCHOU MePanuu.

e Bcem mammentam ¢ HB<100 1/ m xpacHBIM pocTkoM MeHee 10% pekoMeHayeTcsi MOJICKY/IIPHO-
Omoyoruvyeckoe HccienoBaHue MepudepruvIecKkoil KpPOBH W/WIW IyHKTaTa KOCTHOTO MO3ra Ha

napsoBupyc B19 (Parvovirus B19) nns ompenenenusi Hanuuusi MHQUIMPOBAHUS MAPBOBUPYCOM
B19 [20].

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4
KomMmeHnTapuu: npu gviaeienuu noioxicumenbHuix Mapkepos — Hauaio Cneyu@uuecKol mepanuu.

e [lanuenTaM ¢ M30MMPOBAHHON aHEMUEN, OCOOEHHO B MOJIOAOM BO3pacTe, MpU HAIUYUU MPU3HAKOB
remonu3a Juisi  Bepudukanumu guarHoza MJIC pexomeHayeTcsi KOJMYECTBEHHAs OIECHKA

COOTHOIIICHHUS TUIIOB TeMOTTIO0MHA I UCKITFOUEHUST BPOXKIECHHOM reMoTuTHYecKkoi anemun [21].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KOMMeHTapI/II/I: BbINONIHEHUE OAHHO20 8UOA UCCIeO08AHUSL BOZMONCHO MONLKO 8 HAY4YHbLX YeHmpax u /

uimu 6 pamrKkax Hay4Hvlx ucc1e008aHuil.

o [lanmieHTaM, y KOTOPBIX MPU IUTOXMMHUYECKOM HUCCIEAOBAHUU 3PUTPOKAPUOLUTOB ONPEIACISIIOTCS
KC ©Oonee uem B 15%, ang uckimoueHuss AeUUATA UM U30BITKA MHUKPOAJIEMEHTOB C LENbIO
nudepeHuaibHOM JMarHOCTUKA PeKOMEeHAyeTCsl HCCIIeIOBaHUE YpPOBHEH MeAM U LHHKA B
CBIBOPOTKE KpOBH [22,23].

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 4)

KommenTapuu: npu evisenenuu usmerneHull — npogedenue ux Koppekyuu.



e Bcem mamueHTaM ¢ HIUTONEHUYECKUM CHHAPOMOM, a TaKKe TPU IIUTEIHHOM HaONIOICHUH,
PEKOMEHAyeTCs HCCIIEIOBAaHUE YPOBHEW TOPMOHOB IIUTOBUIHOW JKEJIE€3bl M HAJUYMSI aHTUTEI
(TTT, T3, T4 cB., ATTIIO, antuTtena K TUPEONNIOOYAUHY) AJI1 UCKIIOUSHHS TUIIOTUPE03a B paMKax

nuddepeHnnansHOi TuarHocTuku [24].
YpoBeHb yOeAuTEJIbHOCTH pekoMeHaanuil B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)
KommenTapuu: npu evisenenuu uzmeneHuii — npogedeHue ux Koppekyuu.

e Bcewm nanuenTaMm A BepU(pUKALUU AUATHO3a, ONPEIeTICHUs TPYIIbl PUCKA TI0 TPOTHOCTHYECKUM
[IKajgaMm, BBISIBICHHs] mporpeccun 3adosneBanuss B MJIC ¢ wu30wsitkom OmactoB wiu B OJ,
KOHCTaTallud  JOCTHUKEHUS PEMUCCUM WU  PE3UCTEHTHOCTH K MPOBOAUMON  Tepanuu
PEKOMEHAYIOTCH IOJIydYEHUE LUTOJIOTMYECKOTO Ipenapara KOCTHONO MoO3ra MYTEM IYHKLIHH
IPYAMHBl WM TOAB3IOLION KOCTHM € AacHUpaldel KOCTHOITO MO3ra W HOCJHEAYIOINUM
LUTOJIOTHYECKUM HccieaoBaHueM Maszka KM (muenorpamma) ¢ noacuetoMm coctaBa KM u oreHka
CTEMEHU JHUCIUIa3UU B KaXKJIOM POCTKE KpoBeTBOpeHus. [Ipu MoimydyeHHHM «CyXOro» ITyHKTaTa

BO3MOYKHO MCITOJIb30BAaHUE OTIEYaTKOB Tpernanoounonrtara KM [25-28].
YpoBennb yoenureabHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmenTapuu: noocuem cmenenu oucniasuu Heoobxooum 0 epuuxayuu OuacHo3d, 6NoCieo0Cmeun

nepecuumosledmbs CMeNeEHb oucniazuu Heoos3amenvHo.

o [lanmeHTaMm, y KOTOpBIX IpH UcciaenoBaHuu KM BhIsBI€HA QUCILIA3MS JIMIIb B OJJHOM U3 POCTKOB
KpoBeTBOpeHHs MeHee yeM B 10% KiIeTok, HET YBENWYeHHS KOJIMYecTBa OlacToB B
nepudepuueckoit kposu wuian KM, KC cocraBmstor wmenee 15% oOT  spUTpOHIHBIX
IIPEALIECTBEHHUKOB U HE BBISBICHO LIMTONEHETUYECKUX AHOMAJIMK, PEKOMEHIYETCH ITOBTOPHOE
HCCJIeIOBaHUE acmupara KOCTHOTO Mo3ra (Muenorpamma) yepe3 1—6 mecsies, B 3aBUCUMOCTH OT
JTUHAMHUKHA KIMHAYECKUX TPOSBIICHUH 3a00J€BaHMs, Il OKOHYaTebHOW Bepudukammu MJIC [25—
27].

YpoBenb yoeauteabHocTH pekoMenaamnuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KOMMCHTapI’II/I: maxKkue nayueHmsl, Kaxk npasulo, umerom YMEepPEeHHYIO UUMONEeHUuro, Uu 6blcmpoe

npoepeccuposaHue 3ab01e8anusl Y HUX MATIOBEPOANTHO.

e Bcem mammentam ans Bepudukanuu nuarnoza MJIC, BbIsiBiIeHHS Mporpeccur 3a00JeBaHHs U B
psage ciydaeB s OHEHKH A(P(EKTUBHOCTH TEpanuud PeKOMEHAYeTCH IIUTOXHUMHYECKOE
uccienoBanue MukporpenaparoB KM aiis BbISIBICHHST U TIOJICUETa KOJBIEBBIX CHAEPOOIACTOB OT

00IIIero KOJMYECTBA IPUTPOKAPHUOIIUTOB [27-29].
YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: c ykazannoii yenvto npumensemcs peakyus ¢ depaunckou nazypvio. Ha ocnosanuu

NOJYYEHHBIX pe3ylbmamos npoussooumcs onpeoenenue sapuanma M/C u 6b100p makmuku mepanuu.



o BceM nanueHTaM peKoMeHIyeTcsl LIMTOr€HETHYECKoe HucciiefoBanue (kapuotumn) kiaetok KM s
Bepudukauuu nuarsoza MJIC, ompeneneHus rpynmnbl pUCKa B COOTBETCTBUU C KPUTEPUSMU
MPOTHOCTUYECKUX IIIKaJ, BBIABICHUS KJIOHAJIBHON JBOJIOLMM, KOHCTATallMM JOCTHXKEHUS

nuToreHeTudeckon pemuccuu [9,30-38].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4)

KommeHnTapuu: 6 coomsemcmeuu ¢ 8vis81€HHbIMU USMEHEHUAMU Kapuomuna 06yoem onpeoenimvcsl

sapuanm MJ{C u pewwamsbcs 6onpoc o makmuke mepanuu.

e Bcem mammeHnTamM C HOpMadbHBIM KapUOTHUIIOM, TIOBTOPHBIM OTCYTCTBHEM MHUTO30B TIPH
BBIMOJIHEHUN CTaHIApTHOTO LUTOTEHETHUYECKOTO HCCIEOBAHMS HAa MOMEHT BepH(pHUKAIIH
JIMarHosa, Mpu MajaoM KOJMYECTBE MUTO30B WJIM MajlOM KOJIMYECTBE aHOMAaJbHBIX MHUTO30B, HE
MO3BOJISIIOIIMM JTUAarHOCTUPOBATh AaHOMAJIMK KapuoTumna, st Bepudukauuu auarnoza MJC u
OTpeeNICHUs TPYMNIbl MPOTHO3a, a Takxke s oueHku 3¢dektuBHOocTH Tepanuu MJIC, mpu
HAJIMYUU BO3MOXKHOCTH, PEKOMEHAYeTCsl MOJEKYISIPHO-TeHETUYECKOe HCCIIeOBaHUE acrupara
KOCTHOTO MO3Ta C MpUMEHEHHEeM MeTona (iyopeciieHTHOU rudbpuauzanuu in situ (FISH) ¢ 3onnamu

K 5-, 7-, 8-, 3-ii u gpyrux xpomocomam [39].
Yposenn yoenureabHOCTH pekoMenaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

KomMmeHTapuu: guisasienue ckpblmvix aHOMAnull Kapuomuna nomozaem 8epuduyuposams 8apuanm
3abonesanuss u onpeoensem 6blO0p mMakmuxku mepanuu. Ha cecoOHAwHUL OeHb B803MONCHOCHb
8LINONIHEHUL OAHHO20 BUOA UCCIe008aAHUS eCMb MONbKO 6 HAYYHbIX YEeHMpax uiu 6 psoe

CReyuUanu3uUpOBaAHHbIX 1a00Pamopull.

e BceM nmamueHTaM — peKOMEHAYIOTCH  TOJIydeHHWE  THUCToJoruueckoro  mpemapara KM
(Tpemanobwmoricus), B psjge ciaydaeB (mpu Bepudukammu guardoza MJIC, nmpu HeoOBICHUMOM
yCYryOJIeHHH LUTOTICHUYECKOTO CHUHApOMa) — OujarepajbHOE, U MATOJIOr0-aHATOMUYECKOE
HccieoBaHrue OMONICUIHOTO (omepanroHHoro) marepuana KM ms Bepudukanuu auarnoza MJIC

1 JUHaMU4YecKoro HaomonaeHus [9,40—44].
YpoBenn yoenureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

Kommentapuu: cucmonoeuueckas kapmuna KM nozeonsiem nposooums oughgepenyuanvuuiii OuacHo3

u 8 oanvbHeluem oup@epeHyupo8anHo noOXo0ums K 6bl00OPY MaKmMuKu mepanuu.

e Bcem nanuentam Ha mMoMeHT Bepudukauuun MJIC, a Taxxe B Ipoliecce JICUEHHUs] U MPOrpeccuu
3a0o0yieBaHMsl, B CIy4asix, TpeOyromux Oonee TouHOU Bepudukanuu udmeHeHuii B KM (nanuuue
JUCTUTACTHYHBIX METaKapUOIMTOB, aTHIMYHO PACIIONIOKECHHBIX HE3PENbIX MPEAIICCTBEHHUKOB H
OJaCTHBIX KJIETOK, CTENEHb (prOpo3a CTPOMBI, XapakTep TUMGPOUIHBIX CKOIUIEHHUI) peKOMeHayeTCst
MaToJIOTO-aHATOMUYECKOE HCCceAoBaHue OwuoricuitHoro (omeparuodHoro) wmarepuaia KM ¢

MPUMEHEHUEM UMMYHOTrucToxumuueckux meronos (UI'X) [9,45-47].

YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)



Kommentapuu: HI'X uccredosanus npu MJ[C nposoosm Ha cpe3ax napaghunosvix 010K08
mpenanobuonmamos KM. Anmumena k CD34 npumensrom 0ns 8u3yaiuzayuu U noayKoIuyecmeeHHou
OYEeHKU KIemoK ¢ onacmuou mopghonocuei euwe 30H 3H0ocma; aumumena k CD61/CD42b ons
uoenmuukayuyu  Kiemox — Me2aKapuoyumapHo20  poCmKd,  GblAGleHUs  Me2aKapuodiacmos,
Me2axKapuoyumos  HeOOIbWUX — pazmepos ¢  2unonodyIapubimu  a0pamu, mukpogopm. Ilpu
UMMYHOSUCIOXUMYECKOM UCCIE008AHUU MONCHO B8blsA8Umb. cHudceHue skcnpeccuu 1dT+, CDI9+ u
PAX5+, umo xapaxmepno ons MJC; npu ouppepenyuanvroli OuacHocmuke — NPUSHAKU
MOHOYUMAPHOU OUuGhhepeHyuposKu npu «1e6om co8uey SpaHyiloyumapHoc0 poCmKa ¢ XPOHUYECKUM

MUELOMOHOYUMAPHBIM etiko3oM, 3aboneeanuem us epynnvt MJ[C.

PeKOMeHayeMa}Z nawenv awmumen Ojis UMMYHOSUCMOXUMYUECKO20 UCCIe008AHUS npu npoeeOeHuu

oughghepenyuanvroii ouacnocmuxu M/[C credyrowas:

—  epaHynoyumapuslii  pocmox — muenonepoxcuoaza (0na  MJIC xapaxmepno  cHudicenue

UHMEHCUBHOCIU IKCHPECCUU MUETIONEPOKCUOA3bL U KOTUYECMBA NOONCUMENIbHBIX KI1EeMOK),
— monoyumapuwiti pocmok — CD14, CD68 (PG-M1), CD163, wzoyum;

— 3pumpoudHslil pocmox — cemoznooun, CD71, enuxogopun A uru C;

— mezaxapuoyumapHwiti pocmox — CD61, CD42b, CD34,

— He3penvie Klemku ¢ Onacmwuou mopghonoeuer — CDII7/CD34 (8 couemanuu ¢ CD71 ona

8U3YANUZAYUU HE3PEbIX IPUMPOUOHBIX NPEOUUECMBEHHUKOS).

e Bcem mammentam npu mnopospenun Ha MJIC u mpu mporpeccun 3aboieBaHus, NPU HaJTUYUU
BO3MOXHOCTH, B JIaDOpaTopuu peKOMeHayeTcsl HccieqoBaHue Ouonormdeckoro marepuaia KM
METO/I0M IIPOTOYHON HUTOMIYOPUMETPUH ISl ONIPEEICHNS PUHAAJIEKHOCTH OJIACTHBIX KIETOK U
BBIABJIICHUS MMMYHOJIOTMYECKUX IIPU3HAKOB JHUCIUIA3UM, A TaKXKe OIPEACIICHUS HaIu4us

MUHHMMAaJIbHOMN pe3uiyanbHoil 6one3nu [48—-53].
YpoBeHb yoeanTeJbHOCTH peKkoMeHAanuil B (YypoBeHb 10CTOBEPHOCTH A0KA3ATEIbCTB — 3)

KomMeHTapuu: npomounas yumomempusi no360Jisiem onpeoeiums KOHKpemHble UBMEHeHUsl K1emoK
omoenvublx pocmkos Kpogeemeopenuss KM. Hu ooun uzonuposanmviii uMMyHOenomunuyeckui
napamemp He 00KaA3al C80K OUACHOCMuUYeckyio s3nHauumocmos 0 MJ[C, HO ¢ nomowwio aunanusa
KOMOUHAYULL OMOETbHBIX NPUSHAKOE BO3MOJICHO OMIUYUMb MO 3a00nesanue om Opyeux 6udos
yumonernuu. OOHaxo, OAHHbIU Memod OUACHOCMUKU 00CIYNneH MoJibko 8 DedepanbHblX YeHmpax uiu 8

pavikax KIuHU4YecKux UCc1e008aHul.

e Bcem mnanmentam c¢ mnoarBepxkacHHbIM auarHo3omM MJIC npu HanuuMM BO3MOXKHOCTH B
7a00paTOpUM PEKOMEHIYETCS MOJICKYJISIPHO-TEHETHUECKOE HCCienoBanne KpoBu wiau KM mis
BBIABIICHUS MyTanuid reHoB (SF3BI1, TP53, ASXLI, ETV6, RUNXI, GATA2, DNMT3A, TET2,

IDH1/2, FLT3) n onipeneneHus mporao3a 3adonesanus [54—56].

YpoBeHb yOequTEILHOCTH peKoMeHaannii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)



e [laruentam ¢ MJIC, mporekaromum ¢ (HUOPO30M CTPOMBI, PEKOMEHIYeTCsl MOJEKYISIPHO-
reHeTu4eckoe uccienoBanne kposu win KM mist BeisiBiaeHust mytanuid B reHax (JAK2, CALR,

MPL), onipenenenusi mpor1o3a 3a0ojieBaHus U BbIOOpA TaKTUKU Tepanuu [57,58].
YpoBennb yoenureabHOCcTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

e Bcem mammentam monoxe 40 JeT ¢ mOAO3pEHMEM Ha KOHCTUTYLUHMOHAJbHBIA XapakTep aria3uu
KpOBETBOpPEHHUsI, mpeamecTByromeil pazsuruio M/IC, pexkoMeHayercsi uccieqoBaHUE KPOBH Ha

TECT C AUAMOKCUOYTAHOM IS MCKITIoueHus1 aneMun Pankonu [59].
YpoBeHb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeJIbCTB — 5)

e [lamentam MJIC u3 rpymnmsl npomMexxyTouyHoro-1, -2 u Beicokoro pucka no IPSS (cMm. pazgen 7.1
JAHHBIX PEKOMEHJAINil), KOTOpbIEe MOTYT paccMaTpuBaThCcsd B KA4eCTBE KaHIUAATOB IS
BBITIOJTHEHUSI TPAHCIUIAHTALIMM QJUIOTEHHBIX TeMOMOATHYECKHUX CTBOJOBBIX KieTok (amio-TT'CK)

pexomenayetcs onpenenenue HLA-anturenos. [1,4,5,60].
YpoBeHsb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

KommenTapuu: munuposanue nayuenmos ¢ MJ[C u nomenyuanohvix poocmeentvlx 0onopos KM u
I'KC no HLA-aumueenam I u Il knacca nposooumcs ¢ yeinvto NOUCKA UOEHMUUHBIX NO AHMUSEHAM
MKAHeBoU COBMecmuUMocmu nap O0is npogedenus mpancnianmayuu. ILlenecoobpasno makoice
MUNUPOBAHUE PEeYUNUeHmos, He UMEWUX HOMEHYUAIbHbLIX POOCMBEHHbIX  OOHOpOS8,  Oifl

ocyuecmanenuss NOUCKa HepoOCMEEHHO20 OOHOPA 8 POCCULICKOM U MeHCOYHAPOOHOM PecUCmpax.

e Bcem mnamumentam MJIC pexomeHnayercsi ONpezelieHHEe OCHOBHbIX Ipynn 1o cucreme ABO,
antureHa D cucremsl Pesyc (pesyc-taxtop), denoruna no antureHam C, c, E, e, Cw, K, k u
AHTUIPUTPOIMTAPHBIX AHTUTEN, TPYNIBI KPOBH ¢ (DEHOTHUIIOM C IIEJIBIO TTOI00pa TPaHC(Y3UOHHBIX

Cpell 1 MUHUMU3AINK TpaHC(Py3MOHHBIX peakuuii [61].
VYposenb yoenuTenbHOCTH pekoMeHaaunii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTENbCTB S)

KommeHnTapuu: yuumovigas 6vlcoxkylo uacmomy mpauc@y3uil u pazeusarwuecs 6nocieocmsauu
CEHCUOUNU3AYUIO K OOHOPCKUM KOMHOHEHMAM KPOBU U IPUMPOYUMAPHBIL XUMEPU3M, NPOBeOeHUe

Mpauc@y3uti 3pumpoyuUmHoL Maccol ciedyem nposooums ¢ yiemom geHomuna.

24. I/IHCprMEHTaJII)HLIe AUATHOCTHYECCKHE NCCJIICA0BAaHNSA

HUncmpymenmanvuvle  Memoovl  UCCLE008AHUS  NO3BONAIOM  NPOBOOUMb  OUuppepeHyuanvHyo
OUACHOCMUKY YUMONEHUYECKO20 CUHOPOMA U BbIA8UMb HANUYUE CONYMCMEYIouel namoiocuu npu
MJIC [1-5].

e Bcem mnammentam c mnopo3peHnem Ha MJIC pexoMeHAyeTCH BBINOJHEHUE YIBTPAa3BYKOBOIO

uccnenoBanus (Y3U) OpromrHONW MOJTOCTH M 3a0pIOMIMHHOTO MpOCTpaHcTBa, Y3UW muTOBUIHOMN



xene3bl, Y3 opraHoB Majioro Ta3a Jjisl KeHIIHUH U MPEACTAaTEIbHOMN Kee3bl 111 My>kuuH, IX0KT

JUISL OTIPENIETIEHHS] COMTYTCTBYIOIIEH narojoruu [1].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

KommenrTapuu: V3U Oprowmnou nonocmu u 3a6prowuHHo20 NpOCMpPAHcmea (neueHs, cele3eHKd,
NO0JHCENYOOUHAs JiCeNe3a, HCeNUHbLI NY3bIPb, AUMPamuyecKue y3ivl, 8 Mom Yucie u nepugepuieckue)
npogooumcs npu nooospenuu na MJ{C u 6 npoyecce neuenus 0iisl 8blAGNEHUS 2eNAMOCNICHOMe2anul,
aumgaoenonamuu U NAMoONOSUU OPY2UX HCUSHEHHO BAJXCHBIX Op2amo8. [[is UCKIIOYeHUus HAIudus
namono2uu WUmMosUOHOU Jicenes3vl (Komopas Modcem npomekams ¢ anemuen u mpomooyumoneHnuet)
npogooam Y3 wumosuonoti sceneszvi, Y3HU monounvix sxcenes unu mammozpaguio — 0Jis UCKIIOUeHUs.
Ho8000paszosanus;, IxoKI 0na oyenku cocmosiHus cepOedHo-coCyOUCmOol CUCmeMbl NPU NOO03PEeHUU

na MJIC u 6 npoyecce neuenusl.

e Bcem marmentam ¢ nopo3penueM Ha MJIC pexkomenayercs nposenaeHue komnbtorepHoit (KT) wnm
MarHuTHoO-pe3oHaHcHOi Tomorpaduu (MPT) romoBwel mns uckmtouenust mnaronmoruu [IHC (B
yacTHOcTH HOBooOpazoBanuii [[HC), xoTopas MOXeT CONPOBOXKIATHCA LUTONECHUYECKUM
CHUHJIpOMOM [62].

Yposennb yoeaureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e Bcem mnammentam c¢ mnopo3peHueM Ha MJIC u Ha BceX MNOCIENYIOMIMX JTalax JEYCHHs
PEeKOMeHIyeTCsl BBIMOTHUTE: peHTIreHOrpaduio rpyaHor KieTku B 2 npoeknusax wm KT rpynHoi
KJIETKH (JUIsl MCKJIIOUYEHMs] TOPaKEHHsI JIETOYHOW TKAaHM U OPraHoB CPeIOCTEHHUs Kak

BOCITAJIMTEIIFHOTO, TAK ¥ HEBOCTIAIMTEIHHOTO Xapakrepa) [1].
Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3ATEJIbCTB — 5)

e Bcem MalMEHTAM c MOA03PEHUEM Ha MJC PeKOMeHayeTCs BBITIOJIHUATH
a3odaroractponyonenockomnuio (AI/1C) ¢ uccnenoBanuem na Hanuuue H. pylori ans uckitodeHus

XPOHUYECKUX 3a00JIEBaHUN MJIM HOBOOOpA30BaHUN MUIIEBO/IA, KeNyaKa, 12-nepcTHoil kumku [1].
YpoBenn yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e Bcewm nanuentam ¢ nogo3penuem Ha MJIC Hu3koro pucka (cMm. pazzaen 7.1 JaHHBIX peKOMEHIAIui)
PeKOMeHyeTcsl BBHITIOJTHEHUE KOJMOHOCKOMUU JUIsl MCKIIIOYEHHsS] XPOHHUYECKUX 3a00NieBaHUU U

HoBooOpazoBanuit KKT, koTopble MOT'YT COITPOBOXKIATHCS LIMTONIEHUYECKUM CUHAPOMOM [1].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 5)

e Bcem nanuentam ¢ nogo3penuemM Ha MJIC u B mporecce Tepanuu peKOMeHAyeTcsl IIPOBEICHUE

OKI' 1151 OEHKHU COCTOSIHUS CEPACYHO-COCYAUCTON CUCTEMBI [1].

YpoBenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB — 5)



2.5. UHble fTHArHOCTHYECKHE HCCJIeT0BAHUS

» Bcewm manmentam ¢ mogo3penuem Ha M/IC, B mporiecce HabmoaeHUs U iedeHus namuento ¢ MJIC
MIPU HAJIMYWU TOKa3aHUN PeKOMEHIYIOTCH KOHCYJIbTAIluU Bpayel-crenuanucToB (odraibpbmoriora,
HEBpOJIOTa,  KapauoJiora, THUHEKOJIOra, ypoJiora, TracTPOdHTEpoJiora, B  TOM  YHUCIE
CIEIUATM3UPYIOIIETOCS Ha 3a00J7€BaHMUAX TEUCHH (Terarojiora), peBMaroyiora, SHIOKPHUHOJIOTA,
OHKOJIOTa, B TOM YHCJIE CHEIUAIU3UPYIOIIETOCS Ha pake MOJOYHOM >Kelie3bl (MammoJiora),

OTOPHUHOJIAPUHTOJIOTA) JJIsl AMATHOCTUKH COITYTCTBYIOIIEH maronoruu [2].

YpoBenn yoenureabHOcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB — 5).



3. Jleuenne

Muenooucniacmuueckue cCuHOpOMbL AGNAIOMCA YPE3BLIYAUHO 2eMePOeHHOU 2PYNNol 3a001e6aHull,
HA4YUHas om opm ¢ NOYMuU HOPMATLHOU NPOOONACUMETLHOCIBIO JHCUSHU U 3AKAHYUBAS 8APUAHMAMU,
cxoonvimu  no  meuenuto ¢ OMJL  Puck-aoanmuposannas cmpamecus Je4eHuss AGIAEnICsl
00513amenbHbIM  YCl08UeM npu  maxou pasHopoonocmu. Illpocnocmuueckue @Gaxkmopvl MONCHO
pasoenums Ha me, KOMOpble KACAIOMCSA XAPAKMEPUCMUK camMo20 NAyueHmada, u me, KOmopbvle

onpeoensamcs 0cobeHnocmamu konkpemnoz2o eapuarnma MJ[C.

K coocanenuro, HeobX00uMO npuzHamev, wmMoO 8 HACMosulee 6peMs Hem  YHUBEPCAbHOLU
NPOCHOCMUYECKOU  WKAlbl, KOomopas exkawoyana oOvl ece 3uauumvie 0aia MJ[C  napamempoi
(mopghonocuueckuti eapuanm, JIAI, P2-muxpoenobynun, eppumun u m. 0.), u 8 dMOU C613U Npu
NPUHAMUU PeUleHUsl O 8blO0pe MAKMUKU MePanuu MOXCHO OYeHUBAMb NPOSHO3 CPA3y NO HEeCKOIbKUM
wranam (IPSS, IPSS-R, WPSS) (cm. pazoen 7.1 oannvix pexomenoayuti). Hayunvie doxazamenbcmea
apgexmugHocmu u 6e30nacHocmu OOCMYNHbIX MEPANnesmu4ecKux Onyull NoayueHsbl 8 KIUHUYECKUX
uccneoosanusax (KH), 6 komopwix cmpamuguxayus nayuenmos npo8oouldach HaA OCHO8E CUCMEMbl
IPSS, a 6 nocneonue 200vt u na ocnose IPSS-R. Kak cneocmeue, 6ce ghakmuyeckue pekomeHoayuu no
JIeYeHUI0 OCHOBbIBAIOMCSL HA PA30elleHUU NayueHmo8 Ha epynnol umerHo coziacto IPSS u IPSS-R, umo
N0360JI5lem  POCCULICKOMY IKCHEPMHOMY Cco00uecmsy peKoMeH0o8amb UX 6 Kauecmee 0a308020
UHCmpymenma npu QopmMyIuposaHuy OuacHo3a U 6vlbope mepanesmuiecko2o nooxooa. Taxoice
cnedyem euje paz nOOYEepKHYmb, YmMo 0/ OpMUpoB8anusi Oojee 4emrko2o npedcmasietus 0 meyeHuu
3abonesaHuss U  6bl00pA  ONMUMAILHO20 — MEPANeSMU4ecko20  8030€lCmBUs — HACMOAMENbHO
PEKOMEHOYemcs  GbINONHAMb NOBMOPHOE 00C1e008aHUe NAYUEHMOS8, d He OCHOBbIBAMbCA HA

eounuynvix pezyromamax. llkanel pucka npedcmasnenvl 6 pazoene 7.1 OanHbIX peKoMeHOAyut
[1,2,30,63,64].

[na nayuenmos ¢ HeOYEHEeHHbIM 6 CUNY MEeXHUYECKUX HNPUYUH Kapuomunom npu evloope
mepanesmuyecko20 pexicuma cieoyem npuHUMamse 60 eHumanue mopgonocuueckuti sapuanm M/[C no
knaccuguxayuu BO3, konuuecmeo 6nacmmuoix knemok 6 KM u Ounamuxy ux uzmeHnenus, KiemouHOCmb

KM u mssicecmov yumonenui [1].

Bvibop mepanuu 3asucum om eo3pacma nayuenma, éapuanma MJC, npunaonexcnocmu K epynne
PUCKQ, HAIU4Us U maxcecmu conymemayioujeti namonoeuu, Hawuuusi HLA-coemecmumozo oonopa. Ha
Cce200HAWHUL OeHb pekoMeHdyemcs ucnonv3osams Kax wikany IPSS, max u IPSS-R 0ns 6onee mounozo

onpedefz €HUA NPpOCcHO3A4 3ab0/1e6anusl.

B mepanuu MJ[C ¢ yuemom ocobennocmell namozenesa u pasHopooOHOCmU 3a001e8aHUs Cyujecmayen

HEeCKOJIbKO HCZI’lpClG]I@HHlZ, 00HAKo Haubonee 39b¢€Km1/16HblMu U NPUSHAHHBIMU 60 6CEM MUPE ABNIAIOMCAH.
— cumnmomamuideckas mepanus:

— 3amecmumenvHad mepanuil  KOMNOHeHmamu Kpoeu (OOHOPCKue pumpouyunisl, OOHOPCKME

mp0M601/[uWIbl, CBEIHCEZAMOPOICEHHAA I’UlaS‘M(l),

— XeaamopHras mepanus,



— CIUMYIAMOPbL 2eMON093d,

— AHMUOAKMEPUATIbHASL MePanusl;

— yumocmamu4ecKkas mepanus:

— IIXT no npoepammam nevenuss OMJI,

— HuzkoooszHas XT,

— 2UnomMemuIupyrowue npenapamol,

— UMMYHOCYRPECCUBHAA U UMMYHOMOOYIUPYIOWA MePanus:
— ATT,

—[JC4,

— IeHAIUOOMUO,

— CNIEHIKMOMUSL,

— QI1026HHAA MPAHCRIAHMAUUA 2EMONOIMUYECKUX cmE0106bIX KiaemokK (anno-TI'CK) [1-5].

Eouncmeennvim memooom obuonocuueckozo uzneuerus seisiemca 11 CK, oonaxo monvko ¢ 5—10%
cyyaes yoaemces peanuzo8ams d3my npocpammy, 8 ceasu ¢ omcymcemeuem HLA-uoenmuunozo oonopa,

comamudecCKkum cmamycom u 603pacmom nayuerma, a mak asrce 0cobeHHoCmAMU M,ZZC

IIpu neuenuu nayuenmos ¢ MJ{C donyckaemcs couemanue eviuie nepeducieHHbix U008 mepanuu, d
makoice ee NOCLe008aAmMeNbHOe HAZHAYEHUEe 8 C6A3U C HedPheKmueHocmvio u/uiu npozcpeccuell
3abonesanus. Tak, y oonozo nayuenma 6o3modwcrno nposeoenue UCT u npu npoepeccuu ¢ MJ[C-UB-1

unu UB-2 — nasnauenue eunomemunupyrowux npenapamos uiu [XT.

Heoonopoonocms MJ[C ocnooxcusem makoce u oyenky omeema Ha mepanuio. B 2000 e.
Mesicoynapoonas pabouas epynna (IWG) onpedenuna cmanoapmu3oéantvle Kpumepuu omeema npu
MJIC. B nocneoyrowem onu oviiu nepecmompernvi u oonosnensvt 8 2006 2. (cm. Ilpunosxcenue I'l).
Kpumepuu IWG onpedensiom paznuunvle acnekmsl omeema ¢ yuemom yeiell leuyeHus U 8KIoUanm 6
ceoss IIP u YP, yumocenemuueckuii omeem, 2emamono2udeckKue YayyuleHus U Kaiecmeo IHCU3HIL.
HUcnonvzosanue smux Kkpumepued peKoMeHOO8AHO KaK OJi KIUHUYECKOU NPAKMUKU, MaxK u npu
nposederuu KU [65].

e [larmentam M/IC 13 rpynmbl HU3KOTO U MpoMexkyTouHoro-1 pucka no mkane IPSS (cm. paznen 7.1
JIAHHBIX PEKOMEHJIAINi) ¥ OYeHb HU3KOTO M HHU3KOro pucka mo mkane IPSS-R (cMm. pasmen 7.1
JMaHHBIX PEKOMEHAalui) ¢ OeCCUMITOMHON LMTONECHUEH He peKoMeHayeTcsl crenupuieckoe
JICUEHUE, a IOKa3aHO JIMHAMHYECKOE HAOIOECHUE NAllMeHTOB — TAKTHUKA, Ha3blBaeMasl «Ha0oaai 1

KN, C IEJIBI0 KOHTPOJIS 3a pa3BUTHEM 3a0oiieBanus [ 1-5].

YpoBennb yoenureabHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 5)



KommenTapuu: e63pocivie nayuenmuvr ¢ nepsuunviv  MJC u3 epynnel HU3K020 pucka c
beccumMnmomHoOU  yumonenuel, He mpebylOwWel NPOBeOeHUs  3aMeCMUMEIbHOU — mepanuu
KOMNOHEHMAMU KPOBU, He HYHCOAIOMCS 6 JleYeHUU U Ul mpebdyrom pezyisipHo20 00C1e008aHUA.
Bvicuoamenvhas cmpamezus modxcem uUsMeHUMsCs 8 Oyoyujem, 8 ciyyae pazpabomku 6e30NacHbLX,
MeHee aepecCUBHbIX U MAPSEMHbIX MemOo008 JedeHuUs, CHOCOOHBIX GIUAMb HA NPO2HO3 3a001e8aAHUSL.
Heobxooumo noouepknymo, umo nayueHmsl U 4YIEHbl UX CeMbU OOANCHbL NOHUMAMb, HYMO
besonachocms  HAOMOOAMENbHO20 NOOX00A 3ABUCUN OM  pe2yIApHOCMU MoHumopunea. Ilenvro
OUHAMUYECKO20 HAONIOOEHUS ABIAEMCS PAHHee PACNO3HABAHUE NPUSHAKO8 YCy2YOleHUs YumoneHuu,
nosieieHUss MPAHCOY3UOHHOU 3A6UCUMOCIU, VBETUYEHUS YUCIA OIACMHbIX Kiemok 6 kposu uiu KM, a

makoice OYeHKa I601IYuUU Kapuomuna.

3.1. KoncepBaruBHOeE JieueHHnE

o Bcem nammmentram M/IC ¢ aHeMu4YecKUMH kKano0aMyd ¥ CUMIITOMaMu TUrokcemun ipu He <85-80
I/1  peKOMeHJAYyeTCsl TPOBEJACHHWE 3aMECTUTEIIbHOW  TEpamuu  JSPUTPOIUTCOACPKAMMUMHI

KOMITOHEHTaMU JJOHOPCKOW KPOBU IS KOMIIEHCAIIMU/KYTTUPOBAHKS CHMIITOMOB aHEMUU [66].
YpoBeHb YOeAUTEIbHOCTH PEKOMEHAANNi A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 1)

KomMmeHnTapuu: oaunmvie 0 nokazamusx Kk ucnonvzoeéanuro mpaucgyzuu spumpoyumos npu MJ]C
HOCAM O02paHUYeHHblll Xapakmep. 3asucumocms Om 3AMeCmumensHol mepanuu 3PUmpoyumHoll
maccou y nayuenmos ¢ MJIC accoyuupyemcs ¢ nioxum npocHo30M U, KaK npaguio, 00bACHAEemcs
Oonee azpeccusHbiM Xapakmepom meyeHus: 601e3HU, Haruyuem msIxiceaIol anemuell U moKCUYHOCmbIo,
C8A3aHHOU ¢ mpaHchysuamu. Ypoesensv cemocnobuna nudice 90 e/n ona myscuun u 80 2/n Ons sHceHuun
AGIAEMCS HEe3ABUCUMBIM (PAKMOPOM NPO2HO3A, CA3AHHbIM ¢ cokpaujeHuem OB u evicokum puckom

Gdamanbhwix cepoeuHO-coCyOUCMBIX OCTIONCHEHUL.

Hukaxoti konkpemmubwlil ypogensb 2emMo2100UuHa He Modcem 0bimb PeKOMEeHO08AH 8 Kauecmae NopPo208020
u onpeoenaoue2o0 NOKA3AHUS K MPAHc@y3UoHHOU nodoepxcke. Pewenue crnedyem npunmumams na
OCHOBAHUU UMEIOWUXCA V NAyueHma CUMAMOMO8 U conymcmeyruux 3abdonesanuti. Popmanusys
sblulecKa3anHoe, IKCNepmHuas epynna no ouazHocmuke u ieveruro nayuenmos ¢ M/C pexomendyem
BbINOJIHEHUE MPAHCPY3UL IPUMPOYUNCOOEPAHCAUIUX KOMNOHEHMOB NPU CHUNCEHUU 2eMO2TI0OUHA HUJICE
85-80 o/n u kruHUYeCKUMU cumMnmomamu ymepeHHou anemuu. Tpancgysuu OOHOPCKUX IPUMPOYUMO8

HeobX00UMO NPOBOOUMb C Y4emom heHomuna no pe3yc-gaxkmopy.

e Iammentam MJIC 1pH  pasBUTHHM  KPHTHYECKOil  TpomOommromennn  (<10-20x10%/m)
PeKOMeHyeTcsl TPOBEACHUE 3aMECTUTENBHONW TEeparud TPOMOOLMTHBIMU KOHILIEHTpaTamu st
NpO(HUIAKTUKN TEeMOppParuuecKuxX OCIOKHEHWHA, a TpU MX HAIUYUU U Tpu 0Oojiee BBICOKHX

MOKa3aTeNsiX TPOMOOIUTOB, € LENbI0 KYIUPOBAHUS TEMOpPparuueckux ociaoxHeHun [1-5].

YpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5)



KommenTapuu: yposens mpomboyumos, npu xomopom y nayuenmos c¢ MJC eo3uuxarom
2cemMoppazudecKkue OCI0NCHEHUs, YemKO He OnpeoeleH U eapbupyem Om nayueHma K NayueHny.

Umerowuecs oannvie o nokazanusax Kk mpaucgysuu mpomooyumos npu MJ]C kpatine oepanuuetul.

IIpopunaxmuueckas mpancyzus  mpomoOOYUMoO8 pPeKoOMeHOyemcss NAYueHmam ¢ YPOSHeM
mpomboyumos nuice 10,0x10°/1 unu npu yposne nuoce 20,0x10°/1 npu namuuuu mobozo paxmopa
pucKka O pazeumusi KpogomeyeHus (Iuxopaoka, uH@ekyus, Ovlcmpoe CHUdCeHUe MmMpomoOoyumos,
UHBA3UBHBIE NPOYEOYPbl), NpU YCIO8UU, HMO MpomMOOyumoneHus npuxoosuwjas. Muozonemuss
mpomboyumonenus ~ 6e3  2eMoppacutecKo20  CUHOpPOMA  He  HYJHCOAemcs 8 — peSYIspHLIX

npohuraKkmudecKux mpaHc@ysusx mpomooyumos.

e [Tanmentam ¢ MJIC u3 rpymnmbl HU3KOTO PUCKA M MPOMEXKYTOUHOro-1 pucka mo mikane IPSS u
Ipynibl OY€Hb HU3KOTO, HU3KOTO U MPOMEKYTOYHOro pucka no mkaie IPSS-R (cMm. pazgen 7.1
JTAHHBIX PEKOMEHAAIMil); BceM kanaunaraM Ha npoBeaeHue amio-TI'CK; mauuentam ¢ MJC u3
TPyMIbl TPOMEKYTOUHOTO-2 U BBICOKOTO pHcKka 1o mmkaie IPSS u u3 rpynmel mpoMeKyTO4HOTO,
BBICOKOTO U OY€Hb BbICOKOTO pucka 1o mkaie IPSS-R nmpu goctwxenun pemuccun MJIC, nocine
tpanchy3un 10-20 103 JOHOPCKUX IPUTPOLMTOB, MPHU MOBBIILIEHUH CHIBOPOTOUYHOTO (heppUTHHA
6onee 1000 HI/MJ peKkOMeHAYyeTCH TPOBEICHUE XENATOPHOU Tepanuu #nedepasupokcom™ ™ s

YCTpaHEeHHs H30BITOUHOTO HAKOIUICHUS Jkeme3a [67—74].
YpoBeHb yOeIUTEILHOCTH peKoMeHaannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMeHTapuu: y nayuenmos, KOmMopuiM pe2VIapHO NPOBOOSMC MPAHCOY3UU IPUMPOYUMHOU
Maccol, HeUSMEeHHO pA36UBAemcs 6MOpUdHas nepecpyska dcene3om. OOHa eounuya 3pumpoyumHou
maccwol cooepacum om 200 0o 250 me dcenesa, a nepecpy3Ka moxcem 803HUKHYmMb yoce nocie 10-20
nepenusanuti. Coenacno Poccutickum u mexncoyHapoOHbiM nyoOnuKayusm 8ui61eHO CIMAmucCmuyecKu
oocmoseproe ymenvuienue OB 6 ecpynne nayueHmos ¢ nepecpy3Kou JHCele30M, CEA3AHHOU C
Mpauc@y3uoHHou 3asucumocmoio. KoceHHbIM OUOXUMUYECKUM MAPKEPOM Nepecpy3KU  dHcele30M
VCI08HO NPUHAMO CYUMAMb NOGbIULEHUE VPOBHA (eppumuna cvleopomru Kposu odonee 1000 ue/ma.
IIpesviuenue smoeo nopoea omuemauso koppeaupyem c oepanudennou OB (HR 52,4, p <0,0001) u

nogviuieHHvIM puckom mpancgopmayuu 6 OMJI (HR 6,6, p <0,0001).

Tepanuio xenamopamu dceneza cledyem paccMampusams 6 Kauecmee HeoOXo0uUMoUu onyuu
mpancgyzuonnozasucumvim nayuenmam ¢ MJ/[C-JI, MJ]C-KC, MJ[C-M/] u MJ/]C ¢ 5q— Yposenv
Geppumuna Heobxo0uMo onpedenums 6 oedrome 3a001e6aHUL U OMCILENCUBAMb KANCOble 3 MecAayd 8
ounamuxe. Hccneoosarnue geppoKunemuKu jHceiamenvpHo nposooums we paree yem uepes 10—14 oneii
nocie nocieonel mpanc@yzuu OOHOPCKUX IPUMPOYUMO8, 8He UHDeKYUoHHo20 3nuzooa. Tlayuenmam
¢ MJ]C, komopuvie sagnsaomcsa nomeHYuarbHolMu Kanouoamamu Ha npogedenue anno-TI'CK, maxoice
npoBOOUMCsT mepanus Xeiamopamu xceie3a 6 NpeOMmpaHCNiIAHMAayUOHHOM nepuooe U nocie

evinonnenus anno-T1'CK npu coxpanenuu npusHaxkoe nepezpy3Ku Hceie3om.

s 6onvnvix MJ{C-UB npu oocmudicenuu KIUHUKO-2EMAMON02ULECKOU PeMUCCUU NPU  HATUYUU

NpPpU3HAaAKoe Gn’lOle{HOIZ nepecpy3Kku Hcene3om 603MOHCHO HA3HAUEHUE xeﬂamopnoﬁ mepanuu.

Pexomenoyemasn nauanvnas 0osa #oeghepazuporca™*:



1. Hucnepeupyemasn mabnemxa — 20 me/xe/cym, a npu evipasxcennoll nepecpysie sxcenezom — 30 me/ke/
cymku. J[o3y npenapama oxpyensairom 00 o6au3ko2o pazmepa yenrou maoremxu (125, 250 u 500 me).

2. Tabnemka, noxpvimas NJIeHOYHOU 00010uKoU — 14 me/ke/cym, a npu vlpajldceHHOlU nepezpysKe
acenesom — 21 me/xe/cym. Jlo3y npenapama oxkpyensrom 00 O1U3K0o20 pamepa yenou mabiemxu
(90, 180 u 360 me).

Konmpons 3a mokcuunocmuio xenamopHou mepanuu npogoosim excemecsiito, a 3a d¢hghekmuenocmuoio
— 1 pa3 6 3 mecaya, opueHmupysaco Ha YpO8eHb (heppumuna 6 KpOosU, HCelamenibHo 8 COYeMaHu ¢
CPb. Jlo3a npenapama nepecuumviéaemcs kaxcovle 3—6 mecayee KaK 6 CMOpPOH) yeenudeHus 003bl
npu Hed(hghekmuenocmu mepanuu, max u 6 CMOPOHY CHUICEHUS CYMOUYHOU O003bl NPU CHUICEHUU
nokasamens geppumuna menee 1000 ne/mn uw/unu passumuu NPUHAKOE MOKCUYHOCIU Npenapama.

IIpu cnhuocenuu peppumuna menee 500 ne/mn npenapam ommensemcs.

e [Tammentam ¢ MJIC u3 rpynmnsl HU3KOrO M NpOMEKyTOo4HOro-1 pucka nmo mkaine IPSS u rpynibl
OYEHb HHM3KOI'0, HU3KOTO M MPOMEKYTOUYHOro pucka mo mkaine [PSS-R (cMm. pazmen 7.1 maHHBIX
peKoMeHJanuii) mnpu SHAOreHHOM JspurtpornodtuHe <500 ME/mn u remornobune <100 r/n
PeKOMeHAyeTCsl MPOBEACHUE TEPauKu 3PUTPOIOI3 cTuMyupytouumu npenaparamu (OTICIT) —
AMO3TUH anbda**, smodTuH 6eta**, #1apO6omosTun anbda** (M03UPOBKU — cM. TpuiiokeHue A3.2)
C 1IeJIbI0 TIOBBIIICHUS TOKa3aTelell TeMOrIoOWHA, CHIDKEHHUS 3aBHCHUMOCTH OT TpaHcQy3uid

JIOHOPCKUX 3PUTPOLUTOB. [75-77].
YpoBeHb yoenuTeJJbHOCTH pekoMeHAanuil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB —2)

Kommentapuu: npumenumenvrno k M/{C nuzkoco u npomescymounozo-1 pucka no wikane IPSS oonum
U3 nooxo0o8 Kk Jeuyenuro pegpaxkmepHuix anemuu aensiemcs HasHavyenue IIICIL Ilpumenenue
apumponosmunog (anosmun anbda** u bema** #Hoaposnosmun anpda**) nozeonsem nosvicumo
KOHYEHMPAayuio 2emo2100Una, Yiyuuums Ka4ecmeo HCU3HU NAyueHmos, OmKa3amovcs uil 4acmuyHo
CHU3UMb NOMPEOHOCMb 8 3AMEeCMUMENbHOU MEePAnuu 3pUmpoyUmco0epHCAUMU KOMROHEHMAMU.
Yacmoma omeema na monomepanuto 3pumponosmunamu (I110) npu MJIC 6e3 yuema nokazameneii
snoozenno2o I110 nesvicoka u ne npesviuwaem 20%. Haznauenue I11CII neobxooumo ocywecmenamo
MONLKO nocie usmepenus konyenmpayuu snoozennozo I110. Tak, npu eco konyenmpayuu menee 500
mE/mn u wacmome mpancgyzuii donopckumu spumpoyumamu < 2 0o3/mec. d¢hhexmusHocmo
cocmaensem oxono 60%. Ilpu cooepyxcanuu D110 6 cvisopomke kposu bonee 500 mE/mn mepanus
IO manoagpgpexmusna (~10%). Ilpu «yskom» (menee 10%) Kpacnom pocmke noO OAHHBIM
muenozpammvr 110 ne nasnauarom. OOHako, eciu npu 2UCHONOSULECKOM UCCIE008AHUU KPACHBIU

POCHOK HOPMATbHBIX pasmepos unu oaxce pacuiupen, mepanus IIICII nposooumcs.
Pexomenoayuu no nasnauwenuro II1CII npeocmasnenst 6 Ilpunoscenuu A3.2.
IIpu oocmudicenuu yenegozo yposus Hb 110—120 2/n 110 ommensiom.

B cnyyae omcymemesusi omeema nocie nosviuienus 003wt 110 u/unu 0obaenenus I-KCD 6 meyenue

6—8 nedenb mepanuro 0CmaHa8IUBAIOM.



Takum obpazom, no MmueHuro 3Kcnepmuo2o coobuiecmea, nayueumam ¢ MIC Huskoco u
npomedxcymounozo-1 pucka no IPSS (cm. pazoen 7.1 oannwix pekomenoayuii), ¢ ymepeHHOU U maxcenou
anemueti (cemocnoourn <100 e/n), Huzkum yposHem 3HOo2eHH020 IO (<500 mE/mn) uwuiu c
02PAHUYEHHOU NOMPEOHOCMbIO 8 2eMOmMpanc@y3usax (menee 2 eOuHUY S3pUmpoOYUmHOL MAccyl 8 Mecay)
credyem HaA4uHamv mepanuro npenapamamu 3M03muna aiega™* uiu 6ema™** 6 navanvrou doze 40—
30 movicau ME 6 nedento unu ucnonwb308ame dK8USALeHmMHble 003bl dapoonosmuna™®* (150-300 mxe/

HeoeNln), conocmagumvle N0 KIUHUYECKOU dhhexmusHocmu ¢ makogol 3nod3muna daibga™* uiu
bema**[76,77].

[[na nayuenmos MIC-MJ] u M/[C-UB u3 epynnvt npomexcymouno2o-2 u 6blCOK020 pUcka no wikaie
IPSS, epynnvi npomedxicymouno2o, blCOKO20 U OYEHb 8blCOKO20 pucka no wkane IPSS-R, maxowce
B03MOJMCHO HA3HAYEHUe 6 Kauyecmee CONnpo8ooUmenvHou mepanuu,  npu nposedeHuu XTI u

eunomemuaupyrowet mepanuu.

o [lammentam ¢ MJIC mpu nesddpdextuBHoctn Tepanuu OIICII B MOHOpeknMe peKOMeHIyeTcsi
n00aBjIe€HNUE K TEparnuMu KOJIOHUECTHUMYJIHUPYIOMMX (PAKTOpOB JUisl MOBBILIEHUS 3()PEKTUBHOCTU

Teparnuu 3pUTpono3THHOM [ 78—80].
YpoBeHb yOoequTEJIbHOCTH peKOMeHAaluil A (YPOBEHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

KommeHnTapuu: geposmuocms omeema Ha KomMOUHUposamHyro mepanuto ¢ nomowwto 110 u [-
KCD** gviue y nayuenmos ¢ Huskum yposnem suoocenno2o II10 (<500 mE/mn) u oepanuuenmoi
nompeobHoCmvlo 8 2eMOMpPanchysusix (<2 eOuHuy 3pumpoyumcoOepHCAuux KOMNOHEHMO8 8 Mecsy,).
IIpu nanuyuu 08yx HeOIA2ONPUAMHBIX NPUSHAKOS BEPOMHOCIb omeema cocmaeisem 7%, 00H020 —

23%, a npu ux omcymcmeuu — 74%.

Cnedyem noouepknyms, umo coyemannoe npumenerue 10 u [-KCD** naubonee s¢ppexmusno y
nayuenmog ¢ pedpakTepHOd aHEMUEH ¢ KojibleBbIMH cuaepobnactamu (PAKC) npu omcymcemeuu
omeema na mornomepanuio 110. I'-KCD** ggooumcs nookoxcno om 1 00 2 mke/ke edxnceonesHo uiu

1-2 pa3za 6 Hedento 6 meuenue 6—8 Heoenw.

IIpu nposedenuu kax cmandapmmuoil, max u HU3K0003Hou XT 6o3mooicno npumenerue I-KCD** npu

0JcUO0aeMol ONUMeNbHOU HeUmponeHuu 6 Kavecmee COnpoBOOUMENbHOU mMepanuu y NayueHmos ¢

MIIC.

Monomepanus I'-KC®** ¢ nacmosiuee epems He paccmampusaemcs Kak camocmosamenbHoe jledenue

Heumponenuu y nayuenmog ¢ MJ/{C.

o [Tammmentam ¢ MJC H#m3koro pucka ©O0€3 HEONMArompwATHBIX aHOMAJWKd KapuoTHUIA C
TPOMOOITUTOTICHHEH peKoOMeHxyeTcst paccMoOTpeTh BO3MOXHOCTb Ha3HAYCHMS
aHTUTEMOPPAru4eCKux MpernapaToB — CUCTEMHBIX FeMOCTaTuKoB (#anTpomobomnara** or 50 no 300
MI BHYTph WM #pomurioctuma** 750 Mr monkokHo 1 pa3 B Hemenio) C LEIbI0 MOBBIIICHUS
KOJTMYECTBA TPOMOOILIUTOB, CHIDKEHUS 3aBUCUMOCTH OT TpaHc(]y3uii TPOMOOKOHIIEHTPATOB U

YMEHBIIICHUS TIPOSBIICHUI reMopparudeckoro cuapoma [81-89].



YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommeHnTapuu: npogedeno Heckonvbko panooMusupO8aHHuIX UCCTE008AHUL, DPe3VIbmambl KOMOPbIX
oemoncmpupyrom 3¢hgpekmusHocms 0anno20 euoa mepanuu y nayuenmos ¢ MJC u3z epynnvi HU3K020
pUcKka 8 8ude NnosvlueHUs KOIU4ecmaa mpomooyumos u yMeHbUeHUs NPossieHull 2eMoppacuieckoco
cunopoma 6 46—65% cnyvaes. Oownaxo, y nayuenmos c¢ MIC u3z epynnvl 6vlcOK020 pucka, 8
yacmuocmu  MJ[C ¢ uszbeimkom  Onacmos, Oobasnenue Hainmpombonaea®* k  mepanuu
azayumuouHom**  chuzuno  agpexmusnocms  mepanuu  CUNOMEMUIUPYIOWUM — NPEenapamom U
yeenuuuno dacmomy npoepeccuu ¢ OMJIL 'V nayuenmos ¢ MJ[C u3z ecpynnvl Huskozco pucka npu
mepanuu  #pomuniocmumom**  gepoamnocme npocpeccuu 6 OMJI 6 meuenue 5 nem Ovina

conocmasuma ¢ KOoHmponvHou pynnou — 12% u 11%.

o [Tammentam ¢ MJIC u3 rpynmnsl HU3KOrO U IMpOMEKYyTOUHOro-1 pucka no mkaine IPSS u rpynibl
HU3KOTO M MPOMEXYTOUHOTO pucka 1o mkane IPSS-R (cMm. pasmen 7.1 maHHBIX peKOMEHIAINN) C
TUMOIJIA3Ue  KPOBETBOPCHUS, HOPMAJbHBIM KAPUOTHUIIOM, AaHOMAJHMSIMHU XOPOIIEro WU
MPOMEXYTOUHOIO pPHCKa, 3a MCKIoueHueMm 7q-, 1so(17q), pexkomMeHayeTcsl TIPOBEIACHUE
ummyHocynpeccuBHor Tepanuu (VMUCT): #umknocnopun™* (HCA**) +/— #anTUTUMOLUTAPHBIN
roOymua** (ATT**) ¢ menplo JOCTHIKEHHUS TOJOXKHUTEILHOTO OTBETa, B TOM YHCJIC M ITOJTHOM

KJIIMHUKO-reMaToJiornueckoi pemuccuu [90].
YpoBeHb yOeauTEILHOCTH peKoMeHaannii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMMmeHTapuu: onpedenennoe cXo0Cmeo  KIUHUYECKUX U MOPPON02UYeCKUX  NposieieHull
eunonnacmuyeckux gopm MJIC u AA, a makce Kiunuveckue Haobar0O0eHus, Kacarowuecs s¢gpexma
UMMYHOCYNPECCUBHO20 B030€liCMBUsL )y OMOEIbHbIX NAYUEHMO8, Jie2iu 8 0CHO8Y mecmupogdanus AT **
8 Kauecmee memooa mepanuu 6 08yx KU 2-1i u 3-1i ¢pasz. I1o 06veouHenHbiM OaGHHBIM SMUX NPOEKMO8,
omeemunu Ha mepanuro 30% nayuenmog c konuvecmeom oOnacmmuvix kiemok ¢ KM menee 5%. B
cumyayuu PAKC unu PAUDB seposmnocms omeema ne3nauumenvHa. B pezyriomame epynna HuU3Kk020
pucka no IPSS, eunoxiemounviti KM no oannvim eucmonocuueckoeo ucciedo8anus, HeOOonIbUulou
nepuoo npeouiecmeyrowiei mpancgysuonnon mepanuu u Ikcnpeccus HLA-DRIS senaomces

Gaxmopamu eeposmuozo omeema Ha HCT. Haunyywue pesyromamvl Oaem KOMOUHUPOBAHHASL
mepanus ATI™** u [[CA.

Ha ocnoge umerowuxcsa oannvix, komounuposanuyio UCT ¢ nomowwro ATI™* u oparvnoco npuema
L{CA** 6 meuenue 6 mecayes ciedyem paccmampusams 8 kauecmee gvloopa o nayuenmos ¢ MJIC,
Konuuecmeom onracmuvix kaiemox 8 KM menee 5%, HopmanvHbiM Kapuomunom uiu mpucomuet 8
XPOMOCOMbL, 2eMOMPAHCHY3UOHHOU 3ABUCUMOCMbIO MeHee 2 Jlem, KOmopble He AGIAIMCA
KaHOUOamamuy Ha JieYyeHue pocmosbiMU @GaKkmopamu, uid mepanus KOMOPbIMU OKA3ALACH
Heagpexmusnoil, ¢ cenomunom HLA-DR 15, munumanvrovim ITHI -knonom.

Ha ocnosanuu onvima poccutickux ucciedo8amenbCkux YeHmpos Npeocmasisiemcs 603MONCHbIM
pexomeHoosamsb npogedenue monomepanuu L[CA** ona mou oce kameeopuu nayueHmos, a maxaice
nayuenmam c Ora2onpusmuviMu eapuanmamu xapuomuna u mpucomuei 8. Ilposedenue HCT
nayueumam ¢ MJ[C moxcrno nauunamo ¢ nasnavenus LJCA** ¢ dose 5 me/xe/cym enympsw, pazoenus

003y npenapama Ha 2 npuema. llpu e2o neaghgpekmugnocmu 6 meuenue 3—6 mecayes, yenecooopasHo



nposeodenue kypca ATl 6 0oze 20 me/xe/cym 6 1—5 OHu 6 8ude OrumenvHOU 6HYMPUBEHHOU UHGY3UU C
nocaedyrowum 60300Ho61eHuem npuema L{CA**. BozamoodicHblm 6apuanmom iewenus s6/s1emcs Hauauio
mepanuu ¢ esederus ATI™** 6 doze 20 me/ke/cym 6 meuenue 5 OHell ¢ NOCAeOYIOWUM HASHAYEHUEM
L{CA. Ilpu omcymcmeuu s¢hghexma om rombunuposannou HCT 6 meuenue 6-9 mecayes u
omcymcmeuu npozpeccuu 3a001esanusi 8 eude ysenudeHus ONaACMHbIX KIemoK U NOSAGLEeHUs HOBbIX
YUMO2eHeMUYecKUx UsMeHeHUll, 603MONCHO GbINOIHEHUE CHIEHIKMOMUU Ul NOBMOPHO20 Kypcd
ATT** Obwas OnumenvHocms mepanuu 01 nayuenmos, omeemuswiux Ha I[[CA** Oonocna
cocmasnamo He menee 24 mecayes. UCT naubonee onpagoana npu cunoniazuu Kpo8emeopeHus uiu
HEepasHOMEPHOU Klemoynocmu ¢ yuacmkamu cunonaazuu uiu aniaazuu KM. Ilpu MJC-UB-1 c
O1a20NPUAMHBIMU ~ AHOMATUAMU KAPUOMUNA U 2UNONILA3Uel KPOBEMBOPEHUS MAKHCe MOdicem
naznauamocsa UCT, oonaxo monvko nocie koncyromayuu 8 PedepaivHom yenmpe.

IIpu neappexmuenocmu HUCT u coxpameHuu GulpadiceHHoU 3aA8UCUMOCMU OmM  MPAHCy3uil

KOMNOHEHmMAamu Kposu ueﬂecoo6pa3no peuerHue 6onpoca 0 603MONCHOCMU 6bINOJIEHUA anno-TI'CK.

o [Tanmentam ¢ MJIC ¢ u3onupoBaHHOU Aenenueit mmMHHoOro ruieda 5-it xpomocombl (MIC ¢ 5q-)
MpU  HEBO3MOXKHOCTH TipoBeAeHuss win HedhdextuBHocTH Tepanuu OIICII pexomenayercs
MPOBEACHUE TEPanuy JICHATUAOMHUIOM™* ¢ MENbI0 AOCTHKCHUS IOJIOKHUTEILHOTO OTBETa, B TOM

YUCJIE U TIOJHON KIIMHUKO-TeMaTOJI0THYECKON U IUTOTeHETHYEeCKOM pemuccuu [56,91].
YpoBeHb yOeIUTEILHOCTH peKoMeHaannil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KoMMeHTapuu: 6 xode npogedeHuss uUcciedo8anuii Oblia O0KA3AHA 6blCOKAs 3PdhexmusHocms
nenanuoomuoa™* y nayuenmos c¢ MJ[C c del(5q). Mexanusm oeiicmeus npenapama npu MJ[C
00bACHAEMCS NPAMBIM YUMOCMAMUYECKUM 8030eliCuem Ha namoiocuteckull K1oH kiemok ¢ del(5q)
U cmumynupyrowum aggekmom 6 OMHOUWIEHUU HOPMANbHBIX IPUMPOUOHbIX  Kiemok KM.
Hezasucumocmv om mpancghysuu 6vina ookymenmuposana 6 61 u 70% cayuaes (p >0,05). Meouana
8pemeHu 00 OocmudiceHuss omeema cocmasuia 4—6 uedenv. Y nayuenmos ¢ MJ[C 6e3 del(5q)

aghghexmuernocmo neckonvko Hudice — 25—27% cyuaes.

Ipumenenue nenanudomuda™* naubonee onpasoaro y mpauc@ysuonrnozagucumolx nayuenmos ¢ MJ[C
c del(5q) (makcumym ¢ 00HOU OIAZONPUAMHOU NOAOMKOU) ULU YEeTUdeHUeM YUCIA OLACMHBIX KIemOoK
menee 10% uz epynnel HU3K020 unu npomexcymounozo-1 pucka no IPSS, xomopvle ne saensiomcs
kanouoamamu Ha mepanuio 110 unu ne nonyuunu sppexma om ux npumenenus. Jlenanuoomuo**
HasHawaemcsi 6 003e 10 me euHympv 6 [-21 OHu, kadicovlie 28 Oweu. [lpu paszeumuu Kax
2eMamoslo2UtecKoll, max U He2emamono2uieckol MmoKCUYHOCMU Yeneco0OpasHo CHUdNCeHUue 003bl 00 5
me/cym unu 10 me uepe3 Oewb, 8 Maxou 003€ BO3MOJNCEH NOCMOSHHLIL npuem 0e3 nepepviéd.
OnmumanvHas npooOaNCUMENLHOCb Mepanuu J1eHatuoomMuoom™* ne omnpedenena, Ho, no ecell
BUOUMOCIU, OOJICHA ObIMb 0SPAHUYEHA BpeMeHeM NO8bIUEHU NnoKasamenel 2emMo2100uHa 0o
BEpXHEU 2PaHuybl HOpMblL, 00 MOMEHMA HA4alad npozpeccuposanus unu 24 mecayes obujeu
NPOOONINCUMENLHOCMU JIeHeHUsl 8 Cllyuae COXpansauje2ocs omeema. B nacmoswee epems, 6onpocwl
OMMEHbl  IeHATUOOMUOA  NPU  OOCHMUNCEHUU  CMOUKO20 — 2eMamosloeUdecko20 U NOAHO20

yumocenemuieckozo omeena O0JIICHDL pacemampueamuss uH()M@M()ya]ZbHO.



o Hauana mepanuu nenanuoomudom™* yenecoobpasno ucciredosams nanuuue mymayuu 2esa TP353,
maxk Kak npu ee Hamuyuu ommedena 0Oojee KOPOMKAs NPOOONNCUMETbHOCTb NOL0NCUMETIbHO2O

omeema U 6blCOKAA 6EPOAMHOCHIb nNpocpeccuu 6 OJI.

o [laruentam ¢ MIAC-Ub wiu MIAC 6e3 Wb ¢ HebmaronmpusTHHIMA aHOMIUSIMH KapHOTHIIA,
KOTOpbIE TPHU CTpaTU(UKAILMK OTHECEHbl K TPYIIE MPOMEKYTOYHOTO-2 M BBICOKOTO pHUCKa IO
mkane [PSS u rpymnme mpoMeKyTO4HOro, BBICOKOTO M OYEHb BBICOKOrO pucka mo mkaie [PSS-R
(cm. pazgen 7.1 [aHHBIX pEKOMEHAAIMN) IS JIOCTHXKEHHMS PEMHUCCUU WU JPYroro
MOJIO)KUTEJILHOTO OTBETa PEKOMEHYeTCsl MPOBEIACHUE TEepanuu aHajioraMud MUPUMUIUHA —

azalUTHAMHOM** miH neruradbuHoM [92-96].
YpoBeHb yOoequTeJIbHOCTH peKOMeHAaluil A (YPOBEHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 1)

KomMmenTapuu:  azayumuoun®* u  Odeyumadbun  omunocamcss K — OPUSUHATBHOMY — KAACCY
XUMUOMEPANESMUYECKUX NPEenapamos — SUNOMEemuIupyiowux azenmos uiu uxeuobumopos JIHK-

Memunmpaucgepasvi, pepmenma, omeeuaruieco 3a Memuiuposanue 6Hogb cunmesupyemoti JJHK.

B ceeme omcymcmeus npAmMblX CPABHUMENbHLIX UCCLE008AHULL MeNCOY a3ayumuouHom™*™ u
0eyuUmadbUHOM HEBO3MONCHO COeNamb OKOHUAMENbHBIU 661600 O NPEUMyUjecmee mo2o uiu Opye02o

npenapama.
Azayumuoun** naznauaemcs 6 HECKONbKUX PEHCUMAX!

o 75 me/m’ nodkosrcro 1 pas 6 cymiu 1-7 Onu kaxcovie 28 Onetl unu

o 75 me/m? nooroocno 1 pas 6 cymxu 5-2—2 (npenapam ssooumcs 1-5-ii u 89 onu xypca, 6-ii u 7-i
OHU — nepepulg) Kaxcovle 28 OHell — DMOM PeHCUM MONHCHO UCTONb308AMb NPU JleUeHUU 8 OHEBHOM
cmayuoHape npu He8O3MONICHOCMU 668e0CHUs NPenapama 6 6blXOOHble OHU, 68 MAKOM Ccayude
HAYUHAamy Kypc YenecooopasHo ¢ NOHeOelbHUKA, Ul

o 75 me/m? nookoacno 1 paz 6 cymiu 6 1-5 Onu kasicovie 28 oneti unu

o 75 me/m’ enympusenno 1 pas 6 cymiu 6 1—5 Onu kasicowie 28 Oueil.
Haubonee npeonoumumenvhvim A615emcsi 7-OHe8HbIU KYPC mepanuu a3ayumuounom ™,

IIpu omcymcmeuu npoepeccuu 3abonesanusi 3Qpexmusnocms mepanuu HeooOX00UMO OYEHUBAMDb
nocie 4—6 Kypca (Konuuecmeo peKomeHOyemulx Kypcos — munumym 6). Ilpu nonoscumenvrom omeeme
(nonHas, YacmuuHas uiu KOCMHOMO3208As PeMUCCUS, 2eMamoso2udecKoe YayuuleHue) mepanuio
cnedyem HNpooodHCUMb 00 MOMEHMA pPAa36Umusi GbIPAMCEHHOU 2UNONLA3UU KPOBEMBOPEHUs UNU
npozpeccuu 3a001e8anus, npu OMCymcmeuu dggdexma uiu npozspeccur NOKA3aHa CMeHa MmAaKkmuxu

mepanuu.
Z]euuma&m MOIHCHO UCNO/Ib306dNIb 6 ZPQWCMMCIX 66€0eHUsL.

o 20 me/m? 6 6ude 60-murymuoti ungysuu 1 paz 6 denv 6 1—5 Onu kasxcovie 28—35 Oneti unu

o 15 me/M? 3 pasa 6 Oenv 6 sude 3 uacos enympusennoii ungysuu 8 1-3 Onu, kaxcovie 6 neden.



IIpu omcymemeuu npoepeccuu 3ab6onesanus d¢hghekmusHocms mepanuu ciedyem oyeHusams nocie 4
KypCco8 (KONuYecmeo peKomMeHOyemvlX Kypcos Oeyumabuna — munumym 4). Ilpu nonoswcumenvHom
omeeme (NOIHASA, YACMUYHAA UTU KOCMHOMO3208d5l PEMUCCUS, 2eMamoio2uieckoe yayuuieHue)
mepanuto ciedyem npoooaHCUMb 00 MOMEHMA PA3BUMUSL GbIPANCEHHOU 2UNONIA3UU KPOBEMBOPEHUs

uiu npoepeccuu 3a001e8aHUsl.

Bonpoc o cpokax oxoHuaHnusi OIUMENbHOU mMepanuu SUNOMEeMUIUPYIoWUMU npenapamamu 0Oe3
evinonnenus amno-TI'CK okonuamenvbHo He peuwien U HAXOOUMCsS HA CcmMaouu o00CylHcOeHus 8

MeAHCOYHAPOOHOM 2eMAMOTIOSUYECKOM CO0Ouecmae.

e [Tammentam ¢ M/IC u3 rpymnmsl MpOMEKYTOYHOIO-2 U BEICOKOTO prcka o mkane IPSS u u3 rpyniibl
MPOMEXXYTOUHOIO, BBICOKOTO M OUY€Hb BbICOKOro pucka 1o mkaine IPSS-R B kayecrtBe
WHAYKIMOHHOW Tepanuu mpu Hed(PPeKTUBHOCTH HU3KON03HOM win crangaptHoil XT mpu
nporpeccun MJIC pekoMeHJyeTCsl TIPOBEACHHE Kypca MalbIX 103 #HumrapabuHa** u
#unapyOunmHa*™* ¢ THIMOMETHIMPYIONUM MPANMHHTOM JEUTA0NHA WM a3allUTUIANHA®* ¢ 1enbio
JIOCTHIKEHUS TIOJIOKUTEJIbHOIO OTBETa, B TOM YHUCJIE€ M TMOJHOW KIWHUKO-TeMaToJI0THYeCKON

pemuccuu [97,98].
YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

Kommentapuu: nposeoenue I[IXT no npoepammam neuenuss OJI y nayuenmos ¢ MJIC
conposodcoaemcss  yMepeHHOU  d¢hghexmusrHocmoio, ONUMENbHLIMU — MUELOMOKCUYECKUMU
A2pamyIoyumo3amu, 8biCOKoU parHell iemanbHocmoio (~20%) u HebonbUWOoU NPOOOIHNCUMENbHOCTIBIO
pemuccuu. lunomemunupyrowuii npaimune nepeo Kypcom Manvlx 003 Hyumapabuuma** u
Huoapyouyuna™* yeenuuusaem anonmo3 6 ONYXONEBbIX KIEMKAX U HNPUBOOUM K YEeIUUEHUIO
yumomoxcuuecko2o spgexma na netikemuueckue Kiemku. Beposmnocmv odocmuoicenus I[IP y
nayuenmos ¢ MJ[C u3 epynnvl Hebnaconpuamnoz2o pucka cocmasisiem 40-60%, npu nesvicokol

paHHeﬁ aAemdajlibHOCmu.

B @I'BY «HMUI] cemamonocuuy M3 P® pazpaboman u 6HedpeH 6 KIUHUYECKYIO NPAKMUK)Y KYPC
Aza/Dac-Ida-Ara-C: azayumuoun®* 75 me/m’ nookoocno 1 paz 6 Oenvb unu Oeyumadbun 20 M/’
gnympueento 1 pas 6 Oenv 1-3 Onu, #yumapabun** 10 me/m’ 2 pasa 6 denv nookoscno 4—17 onu,
Hudapybuyun** 3 me/m’  emympusenno 1 paz 6 Oemv 4—10 Onu. Ipu paseumuu aniasuu
KPOBEMBOPEHUsl,  MANCENbIX UHDEKYUOHHBIX UIU  2eMOPPASUYECKUX — OCHONCHEHUU  BO3MONCHO
yKkopoueHue kypca 0o 10 ownetl obweil npooonsxcumenvHocmu (H#yumapadbun™** esooumcs 6 meuenue 7
oneti 6 4—10 onu, Huoapyouyun™** 6 meuenue 5 oneti — 3—8 onu) [99].

Oyenka 3¢pgexma npu omcymcemeuu npocpeccuu 3a601e6aHus 0Cywecmeniaemcs nocie 2-20 Kypcd
mepanuu uepez 28-35 oweti nocie oxkonuanus xypca. Ilpu oocmuoicenuu IIP npoeoosm 2 kypca
konconuoayuu KMP no mou oce cxeme. [layuenmam, y xomopwix ecmv HLA-coemecmumviii 0oHop,

Heo0X00UMO KaK MOJ*CHO panbuie gbtnonnams aino-11CK.

Ilpu nesosmooicnocmu  vinonnenus anno-1I'CK  noodepoicusarowyio mepanuto  Aza/Dac-Ara-C

nposooam 6 mevenue 2 nem (cm. Ilpunoocenue A3.1) [99].



e [Tanmentam ¢ MJIC-UB npu HOpManbHOM KapUOTUIIE WM OJMHOYHBIX AHOMAIMSAX W3 TPYMIIBI
OJaronpHUsITHOTO MM MPOMEKYTOUHOIO PUCKA PEKOMEHIYeTCsl C JIeYeOHOW IIeNIbI0 MPOBENCHUE
Kypca MaJbix 103 #iurapaduna™* (MJILL) [100].

YpoBennb yoenureabHocTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

Kommentapuu: neuenue MJI] 3a npederamu PD nposoosm e meuenue 14 owueii. B P® oannas
mepanusi 4acmo UCNOIb3yemcs 8 Kawecmee memooa evloopa y nayuenmos cmapue 60 nem ¢ MJ]C-
Ub-1 u Ub-2 npu nopmo- unu eunepkiemounoui mopghonocuu KM. Obwenpunsmoim ¢ PD pexcumom
ucnonvzosanus MIJL] sensemcs nasnauenue npenapama 6 0ose 10 me/m’ (wawe 20 me) 2 pasa 6 denv
nookooicho 6 mevenue 21-28 omei [1]. Beposmuocme oocmuowcenus IIP y nayuenmog ¢ PAUB-2
CYUWeCmBEeHHO Bblle, ecliu ONUMENbHOCMb Kypca bviia He menee 23 OHell. OQbHapyiceHue, no OaHHbIM
mpenanoouoncuu KM, cuno- unu aniazuu Kpo8emeopHOU MKAHU NOMOICEN CKOPPEKMUposams 6bl00p
mepanesmuyecko2o nooxooa. oaumenviocmo mepanuu MLl mooxcem Ovimb ymenvuiena oo 10—14
OHell (u 0o3za #Hyumapabuna™* moocem ovimov pedyyuposana 0o 10 me 2 paza 6 Oenv) Hnmepesanvl
mexncdy yuxaamu cocmasasiom 28—30 Ouetl, a mepanusi nposoOUMcs 6nioms 00 NPOSPeCcCUpPOBaHUs
UIU NOSAGNIEHUS NPUSHAKOE HENnpuemiemol MmoKcuuHocmu, Ho He oonee 3 nem. llpumenenue MJ[L]
Haubonee yenecoobpasHo y NAYyuenmos ¢ HOPMAIbHLIM KAPUOMUNOM Ul ¢ O1a2onpusmusbimu
abeppayusmu [1]..

o [lTammentam ¢ MJC-Ub-2 wMonoxe 45 ner npud HEBO3MOXKHOCTH IPOBEACHUS TEPANHH
TUTIOMETUJIMPYIONIUMU TperapaTaMy peKoMeHAyeTcsl MPOBEACHUE Kypca HHIYKIIMOHHONW Teparuu
no nporpammam OMJI ¢ ucnonp30BaHMEM PA3IMYHBIX COYETAHUM CIEAYIOIIUX IPEnaparos:
#uurtapaOun™*, #unapyounun™*, #murokcantpon™**, #mepkanronypun®*, #bunrpactum™* (cm.

[Tpunoxenne A3.1, a Takke cM. mpoduiIbHbIE pekoMeHaanuu mo geaennro OMIJI) [1-5,101].
Yposenn yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3ATEJIbCTB — 5)

e ITanuentam ¢ MJIC-Ub npu HOpMaIbHOM KapUOTHUIIC W THUIIOIJIA3MM KPOBETBOPEHMSI B BO3pacTe
crapmie 70 JeT Opu HEBO3MOXHOCTU MPOBEICHHS MPOTPAMMHOM Tepanvuud PeKOMeHIyeTCs
MPOBEACHUE Kypca HUBKHMX 103 #Mmendamana** 2 Mr/meHp i JTOCTHXKEHHS TOJOXKHUTEIBHOTO

OTBETAa, B TOM YMCIIE U TTOTHOM pemuccuu. [102,103]
YpoBeHb yOoeaAuTEJIbHOCTH pekoMeHaanuil B (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3)

KomMeHnTapuu: ucnonvzosanue manvix 003 meighanrana™* oviio ucciedo8ano 8 08yx NpoCneKmueHbIX
KO2OPMHBIX UCCNe008AHUAX, Komopble cymmapro exarouanu 29 nayuenmos ¢ MIC svicokoco pucka.
Oowuii omeem npu smom cocmasun 38—40%, ommeuarace MUHUMATLHAS MOKCUYHOCHb.
Beposamnocme omeema Ha mepanuto Ovi1a CAMOU BbICOKOU V NAYUEHMO8 ¢ cunokiemounviv KM,

uzovimKom 61acmos u HOPDMAJIbHbIM KAPUOMUNOM.

o [lTamentam ¢ MJIC-Ub B Bo3pacte crapme 70 J€T NOpU HEBO3MOXKHOCTH IPOBEACHUSA
MIPOrpaMMHOMN Tepanuu pexKoMeHayeTcst IIPOBEJICHUE NMAJJIMATUBHOU Tepanuu

#mepkanronypunom** [1,2].



YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: y nayuenmos ¢ M/[C, npomexarowum ¢ O1acmo3om, 803MONCHO OCYULeCMEIIeHUE
mepanuu mepkanmonypunom**. Ipenapam nasnauarom & dose 60 me/m’ enympo 3a 2 npuema 6
NOCMOSIHHOM pedicume ¢ KoppeKkyuel 003bl UIU OMMeHOU npu pazeumuu 2ryookol yumonenuu. [lpu
CHUDICEHUU YUCTA JIeUKOYUMO8 MeHee 3,0x10°/n dosa npenapama cHudxcaemcsi Ha 25%, meHee
2,0x10°/n — na 50%, a npu nadenuu 0o yposus menee 1,5x10°/1 ommensemes 00 8occmanosnenus
nokaszameinetl, K020a JeyeHue MONCHO 0Oyoem 60300H08umb. Tepanus mepranmonypunom™*, kax

npaesujo, paccemvanmpueaenmcs UCKJIIYUMENbHO 6 Kauecmee naiiuadmueHoco nooxooa [1,2]

e [lammentam ¢ MJIC w3 rpynmbl MpoOMEXYTOYHOTO-1 pucka, MPU HAIWYUU HEOIATOMPUSITHBIX
aHOMaJIMM KapuoTHIa, IPOMEXYTOUHOT0-2 MM BBICOKOTO pucka 1o mkaine IPSS wunm u3 rpynmnsl
MIPOMEXKYTOUYHOI'0, BBICOKOTO U OY€Hb BBICOKOTO pucka 1o mkaine [IPSS-R (cm. pazgen 7.1 ganHbIX
peKoMeHaaImii) B Bo3pacte <60—65 metT, mpu OTCYTCTBUH TSKEJIBIX COMYTCTBYIOIMIMX 3a00I€BaHUM,
a Taxke manuentam ¢ MJIC 6e3 n30bITKa 01acTOB U3 TPYMIBI MPOMEXKYTOYHOTO-1 pUCKa MO IIKaIe
IPSS u mpomexytounoro pucka no mkane I[PSS-R monoxe 40-50 5er, pe3nCTEHTHBIM K
MIPOBOAMMON TEpAaINUU, C BBIPAKEHHON 3aBUCHMOCTBIO OT TpaHC(y3ud KOMIOHEHTaMH KpOBH,
pexoMenayercs mnpoBeacHue amio-TI'CK ¢ menpio JOCTHKEHHS TOJHOTO OHOJIOTHYECKOTO

u3neuenus [104].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KomMmenTapuu: pexomenoayuu no nposeoenuto anno-11'CK y nayuenmoe ¢ MJ[C onuparomcsa na
NPOCHEKMUGHble PAHOOMUZUPOBAHHbIE U HEePAHOOMU3UPOBaHHble, a makdxce epynnosvlie KHU. Ilo
oannvim Medxcoynapoonoco pecucmpa no mparcnianmayuu kocmuozo mosea (IBMTR), ocrnosannom
Ha ananuze pe3yromamos jedenus 387 e3pocavix nayuenmos ¢ MJ[C, komopwvim Ovlia 6binoiHeHa
anno-TI'CK  om HLA-uoenmuunozco cubnunea, KyMYIAmMueHdas CMEPMHOCMb, CEA3AHHAS  C
mpancnianmayuet, cocmasuna 32% 6 meuenue 1 2o0a u 37% 6 meuenue 3 nem, KYMYISAMUBHAS
yacmoma peyuousos 17% u 23%, OB — 53% u 40% coomeemcmeenno. Konuuecmso oOnacmuuvix
knemok 6 KM u puck no IPSS noxazanu obpammuyio 3aeucumocms ¢ 6e3peyuousHol 8blHCUBAEMOCHIbIO
nocie mpancnianmayuu. Buloxcusaemocmos 6e3 npocpeccuposanus y nayuenmos u3 pynnvl HU3K020
unu  npomedcymoynozo-1 pucka no wkanre IPSS 6 meuenue 5 igaem cocmasuna 60%,

npomedcymouno2o-2 — 36—44% u evicoxkozo pucka — 28—30%.

Onmumanvrvle cpoku 0ns evinoanenus amno-TI'CK om HLA-coemecmumoeo oonopa npu MJ[C
onpeodenenvl 8 ananuze kiunuveckux pewenuti IBMTR. B smom ucciedosanuu 0110 NOKA3AHO, YMO
NPOOONNCUMENILHOCb JHCUZHU Y NAYUEHMO8 U3 SPYNNbl HU3KO20 UTU NPOMENCYMOUH020-1 pucka no
wxane IPSS 6vina eviue, kocoa mpancnianmayus Oblia OMCPOYEHA 80 8peMeHU, HO GbINOTHANLACL 00
mpancgopmayuu ¢ OMJI. Hanpomus, ons nayuenmos u3 ecpynn npomedxncymouHo20-2 U 6blCOKO2O
pUCKA ~ UMEHHO  HeMeONeHHAsl  MPAHCHIAHMAyus  CYWecmeeHHo  yiyduiaem  noxazamenu
svlorcusaemocmu. llpusneuenue HepoOCmMeeHHO20 OOHOPA 8 Clyude OMCYMCMBUS COBMECMUMO20 HO

cucmeme HLA poocmeenno2o 0oHopa ne npugooum K y8enutueHuro 1emaibHOCm.

Puck 3abonesanuss 6 coomeemcmeuu c [PSS, eo3pacm u Hajaudue Conymcmeyiomeﬁ namoJjiocuu,

oyeHennvle no unoexcy komopouonocmu TI'CK (HCT-CI — cm. Ilpunoowcenue I3 [105]) asraomcesa



Haubonee 3HAUUMbIMU KIUHUYECKUMU OAHHBIMU NPU PACCMOMPEHUU BONPOCA O NPOBEOeHUU NAYUCHITY
anno-TI'CK.

IIpogedenue anno-TI'CK Oonxcno Obimb COBMECMHbIM peulieHueM 6paud, nayuenma u e2o cembvll,

NOCKOJNIbKY UX OMHOWEHUEe K PUCK)Y A6JIAemcs onpeaeﬂmou;ww.

3.2. ConpoBoauTesibHast Tepanus

e Bcem mammentam ¢ MJC mnpu mposenenun XT pexomMeHayeTcsi C IENbIO MPOPUIAKTHKA

TOIIHOTHI U PBOTHI BBEICHUE TPOTUBOPBOTHBIX MpemnapatoB [106].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuil B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB — 3)

e Bcem manmentam ¢ MJIC mpu mpoBeneHWM HHAYKIHOHHBIX KypcoB XT misa mpoduiakTuku

TUIEPYypPUKEMUH PeKOMEeHyeTcsl TpueM ajutonypunona™* [107].
YpoBennb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e Bcem mammentam ¢ M/IC npu pasButuu (eOpUJIbHOH HEHTPONECHUHM PEKOMEHIYeTCH
WCIOJIb30BaTh B KAaueCTBE AHTUOMOTUKOB TMEpBOM JWMHUU Iiedonepa3oH + cymbOakTam™*,
NUTepaine + Ta3zobaktam, nedenum™*, nedrazuaum™* ausa KynupoBaHUS HWH(PEKITHMOHHBIX

ocnoxuenuit [108,109].
YpoBenn yoeaureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommentapuu: npu uesgpghexmuenocmu anmumuxpobHoti mepanuu 1 nunuu ee Moougukayuio
HeobX00UMO NPOBOOUMb C YUemoM OAHHBIX NposedeHHo020 obcaedosarnus (KT, mukpoouonocuueckue
uccneoosanus u m. 0.). Hasnauenue xapbanenemog 6 kawecmee anmuOUOMuKo8 nepeo2o 3mand npu
Gebpunbroll Heumponenuu 060CHOBAHO Y NAYUCHMOE C CENMUYECKUM ULOKOM, d MAKMCe 8 KIUHUKAX,
20e 6 osmuono2uu uH@ekyull npeobradarom s3Hmepodaxmepuu ¢ npooyKyueu Oema-i1aKmamas

pacuiupennozo cnekmpa (BJIPC).

e Bcem maumentam ¢ MIC npu npoBeaennu kypca ATI** pexomenayercsi nmpopuiakTU4ecKui

pueM aHTHOAKTepUaIbHBIX U TPOTUBOTPUOKOBBIX Mpemnapatos [110].
YpoBenb yoenurTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

KommenTtapuu: npu nposedenuu xypca ATI™** pexomenoosan npocghunaxmuuecxkuii npuem 480 me/cym

#ro-mpumorcaszona®*, 200 me/cym ¢nyxonazona**.

e Bcem nammentam ¢ MJC ¢ 59— c¢ TtpomGommramm >200x10°/1 npm npomexeHuu
HMMYHOMOAYJMPYIOIIEHl  Tepanuu  JICHAJTHAOMMAOM®**  peKOMeHJyeTcsi  IIPOBEICHUE

aHTUArperaHTHOW TEPANMU B CBSI3U C BO3MOXKHBIM pa3BUTHEM TpoMOo3a rryOokux BeH [111].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)



KommenTapuu: npu yxkazanuu na nanuyue mpomoo3oé 6 anammese uenecoodpasHo 0oodaenenue
anmukoazynanmnuou  mepanuu. Ilpu  npoeedenuu  ummynomooynupywuien  mepanuu
mpomoomuyecKkue OCH0NHCHEHUA MO2Ym pAa36U6amvCca He MmMONbKO 6 Hayane mepanuu npu

mpom60uumo3ax, HO U npu noeésvluieHuU 2emMo02/100uHa 00 HOPMAJIbHBLX 3HaueHu.

e Bcem manmentam MJIC mepen BbImoiHeHHMeM TpaHC(y3uM KOMIIOHEHTOB KPOBH € LEJIbIO
NPOPUIAKTUKH HUTPATHBIX U APYIrHX PeaKluil peKOMEHYyeTCs BBeeHHe AHTUTMCTAMHUHHBIX
NpenaparoB OAHOKPATHO B J03MPOBKAX B COOTBETCTBUM ¢ MHCTPYKIUSAAMH IO NPUMEHEHUIO

COOTBETCTBYKOILIUX Npenaparos [61].
YpoBeHb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e Bcem mnammentam ¢ MJIC, y KOTOpPbIX BBbISIBJICHBI MNPHU3HAKH AJUIOCEHCHOMIH3ALNH,
PeKOMeHyeTCsl TIEpeNMBaTh KOHILEHTPAThl TPOMOOLMTOB IO HHAMBUAYyaJIbHOMY MOAOOPY st
MOBEITIICHUS d(pPekTuBHOCTH TpaHcdy3uit [112].

Yposennb yoeaureabHOCTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

KommenTapuu: npeodonenue annocencubunuzayuu y nayuenmog ¢ MJ[C mpebyem KOMNIEKCHO2O
no0xo0a, KOmopbwlii NOMUMO UHOUBUOYATIbHO20 NO0OOPA MPOMOOYUMO8 GKI0Uaem 8 ceOsl 8bINOJIHeHUE
neyebHbIx naasmaghepezos (4—5 ceancos ¢ zamewjenHuem aibOYMuHom) ¢ nocieoyrowel mpamcgysueti

bonvbuux 003 mpomookonyeumpamos (12—16 003).

e Bcem manmuentam ¢ MJIC, cocTosiHue KOTOPBIX MPENSITCTBYET 10CTATOYHOMY €CTECTCTEHHOMY
NUTAHUIO, PEKOMEH/YeTCsA 00CCIeUeHNEe YHEPTreTHYSCKUMU M INIACTHYECKUMH CyOcTparamMu 3a

CUET PHTEPATLHOTO W/WJIH MapeHTepanbHoro nutanus [113,114]
YpoBeHb yOeIuTEILHOCTH PpeKoMeHAannil B (YypoBeHb 10CTOBEPHOCTH J0KA3aTENbCTB — 2)

KommenTapuu: wnedocmamounocms numanus — omseowarnwull ¢Gakmop npu npoeedeHuu
yumocmamuyeckoti mepanuu u amno-11'CK. Obwas cymounasn snepeemuueckas émxkocms I11 u 1111 y
nayuenmos cmapue 18 nem paccuumuvléaemcs Ha UOealbHYI0 MACCy mend, 8 MOM YUcie Npu HaIuduu
odicupenus, coenachHo ypaeuenuio Xappuca-beneouxkma (25-30 xkan/ke, oenox 1,2-1,5 e/ke/cym), a
makdice C yuyemom  KOIQDDuyueHmos, NOBLIUAOWUX UTU  NOHUNCAIOWUX — DHEepeemuyecKue
nompeonocmu opeanusma, Hanpumep npu PTIIX xuweunuxka — 6enok 1,5-2,0 e/ke/cym u konuuecmaea
ecmecmeenno2o numanus. Kpumepuem ommenvl HympuyuonHou mepanuu s61s1emcs 60CCMAaHo81eHUe
ecmecmeeHHo2o numanus bonee 60% om HeOOXOOUMBIX CYMOUHBIX NOMpeOHOCmell 6 meuenue 3-X

nocied0eamenbHblx OHell.

e Bcem mammentam ¢ MJIC BBeeHUE MIIOKOKOPTUKOHUIOB PEKOMEHIYETCH TOJBKO IIPU Pa3BUTHU

TSDKEJIBIX KU3HEYTPOXKAIOIMIMX cOCTOSTHUM [115].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

3.3. Xupypruueckoe JjiedeHue



e [Tanmentam ¢ MJC wu3 rpymnmbl HU3KOrO pucka (cMm. pazaen 7.1 HaHHBIX PEKOMEHAAIMH) C
TUNOIJIa3ue KpoBeTBOpeHUsl npu oTcyTcTBUM 3ddekxra or UCT mnm nauuveHtam ¢ npusHaKaMu
ayTOUMMYHHOM aHeMuu Win TpomOouutoneHuu B coueranun ¢ MJIC, wnu nmaumentam MJIC c
YBEJIMYCHHBIMU pa3MepamMu CEJIEe3€HKH C JIe4eOHO-TMarHOCTUYECKONW IIEThI0 PeKOMeHIyeTCsl

BBINOJIHEHUE CIIeH KToMuu [1,116].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

KommenTapumn: cnienskmomus y nayuenmos ¢ M/[C 6 cmpanax EC npumensemcs peoxko, 6 0CHO8HOM
y nayueHmos ¢ 2nyookou mpomboyumoneHnuel. B P@ nakonien onvim 6blNOIHEHUSI CHIEHIKIMOMUU Y
33 nayuenmos ¢ MJ/IC. HYawe onepayus nposoounaco npu 2unoniasuu Kpo8emeopeHus no OaHHbIM
eucmonoauyeckoeo ucciedosanusi KM (75%). B 16 (48%) cnyuasx 0o cniewdakmomuu npo8oounacs
kombunuposannas MCT. B 6 (18%) cnyyasx Ookymenmuposamo yeenuyeHue pasmepos cele3eHKU
bonee 15%8 cm. Kax sghgpexm om npoeedenus cnanenskmomuu y 16 (48%) nayuenmoe ommeueno

CHUICEHUE 3A8UCUMOCTNU O 2eMOMPAHCY3UL.
CniieHaKmomuio HcenameibHo 8bINOIHAMb 1ANAPOCKONULECKUM 0O0CHYNOM.

Crnenyer y4ecTh, 4YTO y MalUeHTa MOTYT OBITh HECTAHAAPTHBIC MPOSIBICHUS OONIE3HM, a TaK¥Ke
COYETAaHUE KOHKPETHOH OOJIe3HH ¢ JAPYTMMHU NATOJIOTHSIMH, YTO MOXKET JIMKTOBAaTh JIEUallleMy Bpady

HU3MCHCHUS B AJITOPUTMC BBI60pa ONTUMAJILHOM TAKTUKH JUArHOCTUKHU U JICYUCHUS.



4. PeaOuauranus

e Bcem mamumentam ¢ MJIC pexomeHnayeTcs mpoBeleHHWE MEAMIMHCKOW peabuiIuTaIlK, KOTopas
BKJIIOYaeT B ce0s 3(PQPeKTuBHYI0 00€300JUBAIONIYI0 TEPANNI0, HYTPUTUBHYIO TOAJIEPKKY,
o0ecrieyeHUe IMCUXOJOTUYECKOr0 Onaronoiaydusi M MaKCUMalbHO BO3MOXKHOE (DHU3HUYECKOe

(byHKIIMOHUpPOBaHUE Ha BCEX dTarax JIedeHHs U nojaep kuBaroeit Tepanuu [117].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

KommenTapuu: meouyunckas peaburumayus npu nevenuu nayuenmos ¢ MJC sensiemcsa wacmoio
noooepoicusaiowjell. - mepanuu, HANPAGIEHHOU HA  YMEHbUlEHUEe  OCIONCHeHUl, MAKCUMAIbHOe
obecneuenue @U3UYECKUX, IMOYUOHAIbHBIX U COYUAIbHBLIX HOMpeOHOCmel, YIyuuleHue Kavyecmed
JHCUBHU NAYUueHmos u 4ieHos ux cemeu. llpunyunvl peabunumayuu OONXHCHHI ObIMb OCHOBAHbL HA
Medxcoynapoonoii  kraccuguxkayuu  GYHKYUOHUPOBAHUS, O2PAHUYEHUL  JHCUSHEOesMelbHOCU U
300posvsi (MK®), paszpabomannoii BO3 6 2002 200y. [naeuvie ycnosus exarouarom pabomy
MynvmuoucyuniuHaprou opueaovl (MJ[B), panunee uauano, nayueHm-opueHmMupoBaHHvili N00X00,
OnumenbHoe HAOIO0eHUe U NPeeMCmM8eHHOCHb NO Mecmy Jcumenscmea nayueuma. B cocmas MJB
npu pabome ¢ nayuenmamu, cmpaoarowumu MJIC, éxoosm epau no gusuuecko peaburumayuoHHou
MmeouyuHe,  8pay  2eMAamoNlO2-OHKONO02,  KIUHUYECKUU  NCUXON02,  MemOoOUCm-UHCMpyKmop,
apeomepanesm, MeOUYUHCKAs cecmpd, POOCMBEeHHUKU NAyueHma u cam nayueum. B pesyromame
OUACHOCTMUKU HAPYUWEHULL CIMPYKMYP U (QYHKYUL OpeaHUu3Md, 02PpAHu4eHutl akmusHOCmu U yuacmus
nayuenma, a makaice oyeHKu Gaxkxmopos okpyxcaoueti cpeovl U NeEPCOHANIbHLIX (aKmopos nayueHma,
8bICABAACMCA  PeabUTUMAYUOHHBIU OUACHO3, ONpeoeliemcs NOMeHYUal U paspadamvléaenmcs
UHOUBUOYANLHBIU NAAH PeadUIUMAayuy NAyueHma, OCHOBbIBAACL HA KPAMKOCPOUHblE U Q0JI20CPOYHbIE

yenu peabunumayuu.



S. IIpopunakTuka

e Bcewm manueHTaMm c MI[C PEKOMEHAYETCHA IMOCTOAHHOC NTUHAMHWYCCKOC Ha6J'IIOI[eHI/Ie Yy remaroJjiora

B TeueHHe Bcel xu3Hu [1,118].
YpoBennb yoenureabHOcTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMenTapuu: rtpaduk gucmaHcepHOro HaOMIONCHHWS HE  OTpabdOTaH, YCTaHABJIMBACTCS
WHIUBUAYATBHO KaXKABIM BpauoM I KaKJIOTO IMallieHTa B 3aBUCHUMOCTH OT Bapuanta MJIC,

BO3pacCTa MmanucHTa 1 HaJINIKns1 COHyTCTBYIOHleﬁ 11aTOJIOTHUH.

6. Opranusanus oka3aHusi MeIUIUHCKON MOMOIIH

MenunuHCcKas MOMOIIb, 32 HCKIIOUEHUEM MEIUIIMHCKON MTOMOIIN B paMKax KIMHAYECKOHN ampooariu,
B COOTBETCTBUM C (enepaibHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pea. ot 25.05.2019) «O6

OCHOBaXx OXpaHsbl 3710pOBbs rpaxaan B Poccuiickoit denepannm» OpraHu3yeTcsi 1 OKa3bIBACTCS:

— B COOTBETCTBHH C ITOJIOKCHHEM OO0 OpraHu3aliy OKa3aHWS MEIUIIMHCKOW TOMOIIM IO BHIAM
MEIWIIMHCKOW TOMOIIM, KOTOPOE YTBEPKIACTCS YIOJHOMOYEHHBIM (efepalibHBIM  OpPraHoM

HWCHOJIHUTEIbHON BJIAaCTH,

— B COOTBCTCTBUHU C MOPAJAKOM OKa3aHUA IMMOMOLIU I1O l'IpO(l)I/IJ'HO «TreMaToJIO0THus», 00s13aTeILHBIM JJIsA

UCIIOJHEHUS Ha Tepputopun Poccuiickoit denepannv BCEMU MEAUIIMHCKUMU OPTraHU3alUsIMU;
— Ha OCHOBE HACTOSIIINX KJIMHUYECKUX PEKOMEH/IAIIN;

— C yUCTOM CTaHAapTOB MGHHHI/IHCKOI)'I nmoMomu, yTBCPKACHHBIX YIIOJJHOMOYCHHBIM (bez[epaanLIM

OpraHnomMm HCIIOJIHUTEILHOU BJIACTH.

[lepeuunas cnenuanu3upoBaHHAs MEIUKO-CAaHUTApHAs MTOMOIIb OKa3bIBA€TCsl BPAYOM-I€MaToJIOrOM U
WHBIMH BpadyaMU-CIEIUATUCTaMU B IEHTpe aMOyJIaTOpHON TIeMaToJOTHYeCKON/OHKOIOTHYeCKON
moMoI Ju00 B TMEPBUYHOM TI€MaTOJOTHYECKOM/OHKOJIOTHUYECKOM KaOWHETe, TEepBUYHOM

reMaToJIOTM9CCKOM OTACIICHUHN, IMMOJIUKIIMHUYICCKOM OTACIICHUN OHKOJIOTHUYCCKOTO JUCITaHCCPAa.

[Ipu BeIsIBIECHUY y TAIMEHTAa MUETOUCIUIACTHYECKOTO cuHapoma (aanee - M/IC) unu nmomo3peHuun Ha
HETO BpavM-TEParieBThl, BPAYU-TEPANEBThl YUACTKOBBIC, Bpauyu OOIIECH MpakTUKHU (CeMEelHBbIe Bpaun),
BpaYH-CIICIIUAINCTBI, CPEIHNE MEAMIIMHCKHE PAOOTHHKU B YCTAHOBJICHHOM TMOPSAKE HAMPaBIISIOT
00JBHOTO HA KOHCYJIBTALMIO B LEHTP aMOylIaTOpHOM TeMaToJIOrH4eCKOW/OHKOIOTUYECKON MOMOIIU
aM00 B TIEPBUYHBIA TEeMATOJIOTHYECKUA KAaOMHET, MEPBUYHOE TE€MAaTOJOTUYECKOE OTICICHHE
MEIULIWHCKOW OpraHu3aluy JUIsl OKa3aHUs €My [EePBUYHON CHEIUaIN3HUPOBAHHON MEIUKO-

CaHUTAPHOU ITOMOIIIH.

Bpaq-reMaTonor aM6y.]'IaTOpHOFO WM CTAallMOHApHOI'0 3BCHA reMaToJIOTUYECKOM MOMOIIU OpraHms3ycT
BBIITOJIHCHUEC NUAI'HOCTHYCCKUX I/ICCJIGILOBaHI/If/'I, H606XOIII/IMBIX I YCTAHOBJICHUA AMAIrHO34, BKIIKOYaAsa

pPacrpoCTPaHEHHOCTh U CTAUI0 3a00JICBaHMS.



B CJIyda€ HCBO3MOXHOCTHU HPOBCACHUA AWMATHOCTHUYCCKHUX I/ICCJ'IC,JIOBaHI/Iﬁ NagyueHT HaIIpaBIACTCA
JieqamyM BpadyoM B MCIHUIIMHCKYIO OPTaHU3alnI0, OKA3bIBAIOITYI0 MCIUIIMHCKYIO ITOMOIIbL ITAlIMCHTaAM
C IreMaToJI0TrH4CCKUMU 3a00JICBAaHUSIMH JUJIsL YCTAHOBJICHUA Juar"Hosa u OKa3aHUus

CHeHHaHHSHpOBaHHOﬁ, B TOM 4YHCJIIC BBICOKOTGXHOJ'IOFI/ILIHOI\/'I, MeI[PILII/IHCKOﬁ IIOMOIIIH.

IIpn BeIsABIIeHMHM MJIC ninm momo3peHMH Ha HEro B XOAE OKa3aHWS CKOPOM MEIMLIMHCKOW ITOMOIIU
MIHAECHTA NEPEBOAAT WIM HANPABISIIOT B MEIUIMHCKHE OpPraHU3allid, OKa3bIBAKOIIME MEIULIHMHCKYIO
MIOMOIIb OOJIbHBIM C TE€MaTOJIOTHYECKUMH 3a00JICBAaHUSAMU, U1 ONpPEACNCHUs TAKTUKU BEICHUS U
HEOOXOJMMOCTH  NPUMEHEHHUS  JIONOJHUTEIBHO  JIPYTUX  METOIOB  CIELUUAIU3UPOBAHHOTO

IIPOTHUBOOITYXOJICBOTO JICUCHUA.

Cnenuanu3upoBaHHasi, B TOM YHCJIE BBICOKOTEXHOJIOTMYHAS MEIUIIMHCKAs TMOMOIIb OKa3bIBACTCS
BpauaMHU-T€MaToJIoraMd B MEIUIIMHCKUX OpraHU3aIMAX, OKa3bIBAIOIIUX MEIUIMHCKYIO TTOMOIIh
oompHpiIM  MJIC, wWMEIOmMUX JHICH3WIO, HEOOXOAMMYI0 MaTepHaIbHO-TEXHHUECKYI0  0a3y,
CepTUQPUITUPOBAHHBIX CIICIIUAMCTOB, B CTAIIMOHAPHBIX YCIOBUAX M YCIOBHUSIX THEBHOTO CTAIllMOHApa U
BKJIIOYaeT B ce0sd TpoHUIakTUKy, JMAarHOCTUKY, JICUCHHWE TEeMaTOJOTHUYECKHX 3a00JICBaHMIA,
TPEOYIOMMX HCIIOJIB30BAHUS CIEIHATBHBIX METOOB U CIOKHBIX YHHKAJbHBIX MEIUIIMHCKHUX

TEXHOJIOTHH, a TaK)Ke METUIIMHCKYIO PEaOHIUTAIIHIO.

B MemunuHCKoi opraHu3alMM, OKa3bIBaIOLIEH MEIULIMHCKYIO nomoilb OoiabHbIM MJIC, TakTuka
MEIUIIMHCKOTO OOCIIEIOBAHMS U JICUCHUS YCTAHABIUBAETCS BpauaMU-TeMaToJIOTaMH C MPUBJICYECHUEM
npu  HEOOXOMUMOCTH JPYTHX Bpadyei-CIeUaIUCTOB, TMPU HEOOXOAMMOCTH — C MPOBEACHHUEM
KOHcuiIuyma. Pemenue koHcunmymMa Bpadeil  odopmisieTcs  MPOTOKOJIOM, — IMOANKMCHIBAETCA

Y4aCTHHUKaMU KOHCUJIINYMa Bpaqeﬁ U BHOCUTCS B MCAUIHNHCKYIO JTOKYMCHTAIIUIO OO0JILHOTO.

Ilokazanuss K TOcCHUTAIM3AIUU B prrJIOCYTO‘-IHLIﬁ WIX JHEBHOU cTanuoHap MEJIMIIMHCKOMN
OpraHHu3aluu, OKaSBIBaIOIHeﬁ CIICOUAJIM3UPOBAHHYIO, B TOM HYHCJIC BBICOKOTCXHOJIOTMYHYTIO
MCIWIHWHCKYIO IIOMOIIb 110 HpO(I)I/IJI}O «OHKOJIOTHA»  OIIPCACIAIOTCA Bpa‘lOM-I‘eMaTOHOFOM/

KOHCHJINYMOM Bpaueii ¢ MPUBJICYCHUEM TIPU HEOOXOAMMOCTH JPYTUX Bpadeii-CrelnaaIucTOB.
IHoka3zanus 1 IVIAHOBOM TOCHUTAJIU3ALMHU

1. O6cnenoBanue ¢ 1enpto Bepudukanun quarnoza MJIC y nanuenta ¢ nono3penueM Ha MJIC, npu
HEBO3MOXKHOCTH 00CIIEIOBAHMS B aMOYyIaTOPHBIX YCIOBHSX.

2. lnarnoctuka peruausa MJIC, ycyryOnenns arurazuu KpoBeTBopeHus win Tpanchopmaruu B OJ1.

3. [Iposenenue ouepennoro kypca MCT wmum XT B yclnoBUAX KPYITIOCYTOYHOTO JTHMOO THEBHOTO
CTaluoHapa.

4. BpINOJIHEHNE IAHOBBIX XUPYPTHUYECKUX BMEIIATEIbCTB.

5. BINOMHEHNE TUIAHOBBIX SKCTPAKOPIOPAIBHBIX METOAOB OUYHWINEHHUS KPOBU M 3aMECTUTEIbHOU
MMOYEYHOU TEPANUH.

6. [IpoBenenue 3arumanuposansot TT'CK.

7. IIpoBeneHne 3aMECTUTENILHOM TEMOKOMIIOHEHTHOM TE€paIIiH.

IToxka3anus QI IKCTPEHHOM rOCMUTAJIU3ANUM



Heotrnoxueie coctosuus y nanpenToB ¢ MJIC u npu nono3pennun Ha MJIC:

— (eOpuibHas IUXopaaka U WH(EKIIMOHHbIE OCIOKHEHUS Ha (oHE HeWTpomeHuH mnocie kypca XT
nmu Ha pone UMT/UCT;

— TEeMOpParu4eCcKuii CUHAPOM;
— TPOMOOTHUYECKHE OCTIOKHEHUS;
— HEOOXOIUMOCTh POBEJECHUS HIKCTPEHHON 3aMECTUTENIBHON TEpai KOMIIOHEHTAMH KPOBH;

— JApyruc€ CHCTCMHBIC HapyIICHHA, O6YCJIOBJIGHHI>IC TEUECHHEM OCHOBHOI'O 3a00JeBaHUS WJIH

OCJIO)KHCHUAMHU, PASBUBIIMMHUCA BCIICACTBUC ITPOBCACHHOIO JICHCHUSI.
Iloxka3zanusi K BbINHCKE nmanueHTa U3 craummonapa

1. Boccranopnenne Tmokasareneii mepudepudeckoil  kposu  (Teiikoumutsi  Oomee  1x10°/m,
rpanynomuTs 6oiee 0,5%10%/1, TpomGormThl Goee 30-50x10°/1, remorno6un Gomnee 80 /1)
nociue ouepeanoro kypca XT, UMT wnu UCT.

2. Hopmorepmusi B TedeHue 3—5 CyTOK M OTCYTCTBUE HEKOHTPOJHUPYEMBIX HH(OEKIIMOHHBIX
OCJIO)KHEHUM.

3. KynupoBaHue reMmopparu4eckux OCI0KHEHUH.

4. KynupoBanue TpoMOOTUYECKUX OCTIOKHEHUH.

5. KynupoBanue CHUCTEMHBIX HapylIEHHH, OOYCIIOBICHHBIX TEUEHHEM OCHOBHOTO 3a00JICBaHUS

HIJIN OCJIIO)KHCHUAMHU, PA3BUBIIMMUCA BCIICACTBUC ITPOBCACHHOTO JICYHCHUS.

3aKJIr0YeHue o I_[eJ'IGCOO6pa3HOCTI/I Inepesoaa OOJILHOTO B HpO(i)I/IJIBHYIO MCIHUIMHCKYIO OpraHMU3alunIo
OCYHICCTBIICTCA IIOCITIC HpeI[BapHTeHBHOfI KOHCYJIbTAallUM I10 IIPCAOCTAaBJIICHHBIM MCIAUIINHCKUM
JAOKYMCHTaM W/ nopeaABapuTCIbHOIO OCMOTpa 00JILHOTO BpadaMu CICOoyaJInCTaMu M@I[HHHHCKOﬁ

OpraHu3alliy, B KOTOPYIO IIJITAHUPYETCS IEPEBO/L.



6. JlonoaHuTeabHAsA HHGOPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

7.1. @aKTOPHbI, CBA3aHHBbIE ¢ 00J1€3HHI0 (IIKAJIBI POTHO32)

Omnpenenenue pucka, CBA3aHHOIO ¢ XapakTepucTukod Bapuanta MJIC, 6a3upyercs Ha HCIOIb30BaHUU
MPOTHOCTHYECKUX CHCTEM OIEHKH, OOBEAMHSIONNX OTACIbHbIE KIMHUYECKHE W TeMaTOJOTUYECKHE
napamerpel. B 1997 r. mox srupoli MeXayHapOIHOW IIKOJBl aHajlv3a PUCKOB MUEIOAMCILIA3UHU
(IMRAW) P. Greenberg u coaBTopsl pazpabotanu MexayHapoIHYI0 MPOrHOCTHYECKYIO OaIbHYIO
cuctemy (IPSS), yuurthiBaromyro koaudecTBO OnactoB B KM, IUTOreHEeTHMYECKHWE AaHOMAIUU U

BBIPAXXEHHOCTH Nepudepuueckux nuronenui (tadm. 1) [63].

Taobauua 1. [Iporaoctuyeckas mxkana [PSS

KpuTepuun nporHosa Bannbl
0 0,5 1,0 1,5 2,0

Bbnactbl B KM, % <5 5-10 - 11-20 21-30

Kapuotun Xopowunn [MpoMeXxXyTouHbIN Mnoxomn

LinTonennn 0/1 2/3

Cymma 6annos KaTeropus pucka MeanaHa obwen MeanaHa BpeMEeHMn 0o
BbIXXMBAEMOCTH, TpaHchopmaumn B OMJT 25%
net naumeHToB, neT

0 Hunskumn 5,7 9,4

0,5-1,0 MpoMexyTouHbIn-1 3,5 3,3

1,5-2,0 [MpoMeXxyTouHbIN-2 1,1 1,1

>2,5 Bbicokui 0,4 0,2

Mpumeyanus:

Huronenusi: Hb <100 r/it; abcomorHoe drcio Heitrpoduaos <1,5x10°/1; TpomboruTer <100x10%/11.

Kapuorun: xopomuii — HOpMaJibHbIN KapuoTuil, —Y, —20, —5; MI0X0H — aHOMaJIUU 7-i XpOMOCOMBI U

KOMILJIEKCHBIE adeppanuu (=3 XpoMOCOM); MPOMEXKYTOUHBIN — BCE OCTaJIbHBIE.

Cucrema IPSS oxazanace mMOJE3HOM 7 MPOTHO3MPOBAHUS OOIICH BBIKMBAEMOCTH M PHCKa
TpancopManuu B ocTpbiii muenoieiiko3 (OMJI) mamumentoB ¢ MJIC, 4yTo momoraer B NPUHATHH

KIIMHUYECKUX pelieHuit [63].



JlononauTensHble (aKTOPhl, KOTOPHIE Tak)Ke€ HMEIOT MPOTHOCTUYECKOE 3HAYCHHE, B TOM YHCIIE
MYJIBTHIIMHEHHAS AUCIIIA3usl, TsDKEasi aHeMHUsl ¢ 3aBUCUMOCTBIO OT TpaHC(y3Hid, ObLIM BKIIOUEHBI B
[Ipornoctuueckyto OamibHyto cuctemy BO3 (WPSS), koTopas mo3BosisieT pa3aenuTh MalueHToB Ha 5
TPyNI pUCKa ¢ Pa3TUYHBIMU MOKA3aTEISIMU BEDKHMBAEMOCTH M BEpOSTHOCTH TpaHchopmarmun B OMJI
(Tabs. 2). DTa mKana 1no3BoJisieT 0ojiee TOYHO OMPEIEeTUTh TPOTrHO3 OTNEIbHbIX nanueHToB ¢ MJIC, B

0COOEHHOCTH M3 TPy HU3KOTO U MPOMEKYyTOUHOro-1 pucka mmo IPSS [64].

Tabauua 2. [Iporaoctuueckas mkana WPSS

MapameTpbl Bannbi
0 1 2 3
BapwuaHT no PA, PUM PANB-1 PANB-2
knaccubukauum BO31! PAKC,
5g-
Kapvotun? Xopowunii MpoMEeXyTOYHbIN Mnoxon -
HB<90 r/n Ans My>X4uH n Het [a - -
<80r/n Ans XeHwuH
Cymma 6annos KaTeropus pucka MeanaHa obwen BepoaTHocTb nporpeccun B OMJ]
BbIXXMBAeMOCTU, MecC. (6e3 neyeHuns)
2 ropa 5 net
0 OueHb HU3KUI 103 0 0,06
1 Huskuin 72 0,11 0,24
2 MpoMeXyTOUHbIN 40 0,28 0,48
3-4 Bbicokum 21 0,52 0,63
5-6 OyeHb BbICOKMU 12 0,79 1

Mpumeyanus:

1. Mopdgoaoruueckne Bapuantbl o BO3: PA — pedpakrepnas anemusi; PAKC — pedpaxrepnas
aHEeMHUsI C KOJBIEBBIMH cuaepobiactamu; Sq—curapom — MJIC ¢ u3onupoBaHHOU Aenenueit 5q;
PIM/I — pedpaxrepHas mutonenus ¢ MynbTuinHeHoN aucmnasueit; PAUB-1 — pedpaxrepras
aneMust ¢ u30bITkoM OnactoB 1 1 PAUB-2 — pedpakrepnas anemusi ¢ u30bITKOM 01acCTOB-2.

2. Kapuorun: xopomuii — Hopmanbhbiid, —Y, del(5q), del(20q); mmoxoit — KOMILIEKCHbIE aHOMAJIUU
>3 abeppatnuii 1 J1I00bIe U3MEHEHHS 7-i XPOMOCOMBI; TPOMEXYTOUHBIN — BCE APYyTHe aHOMATHH
KapUOTHIIA.

3. Tpancdy3uoHHAsA 3aBHCUMOCTDH (peryJjsipHasl) — 3T0 MUHMUMYM OJHA TpaHC(y3usl TOHOPCKHUX

SPUTPOLMTOB KaXAble 8 HEAENb HA IPOTSKEHUH 4 MecsueB |5 ]



OtHOCUTENBHO HeAaBHO MexayHaponHas pabodas Tpynma mo mnporHo3upoBannio MJIC,

MPOAHAIM3UPOBAB  OTJAJICHHBIE PE3YyJbTaThl OOJIBIIIONO MHOTOIEHTPOBOIO HCCIIEIOBAHUS 10
nepBuuHbiM nanmentam ¢ MJIC, nepecmotpena cucremy IPSS. B pabore Obuio mpoaHann3upoBaHa
MPOTHOCTUYECKAs 3HAYMMOCTH OOJIBIIIOTO KOJTMYECTBA JIaXKE BEChbMa PEIKUX aHOMAJINKA KapUOTHIIA, YTO
MO3BOJIUJIO KJIACCH(HUITUPOBATh WX Ha 5 IMTOTCHETHUECKUX TPYII pHCKAa. B KoHeYHOM BHIE
nepecMOTpeHHast mporHoctuyeckas OamipbHas cuctema (IPSS-R) mosBomsier knmaccuduimpoBaTh
3a00yieBaHME€ HA S5 MPOTHOCTUYECKUX TPYII, TOYHO YUMUTHIBAS KApPHOTHUII, KOJIUYECTBO OJIACTHBIX

KJICTOK U TSDKECTh OTACIBHBIX IuTOoneHui (Tadma. 3) [30].

Ta6auna 3. [Ipornoctuueckas mkana [PSS-R

MapameTpbl Bannbi
0 0,5 1 1,5 2 3-4
Kapuotun OueHb - Xopowunii - MpoMeXxXyToYHbIN Mnoxon w
XOpoLunii OYeHb
n0XoM
Bnactbl B KM, % <2 >2-<5 - 5-10 > 10
Femorno6buH, r/n >100 - 80-99 <80 - -
Tpom6ouuTbl, x10%/n >100 50-99 <50 - - -
Heltpodunel, x10%/n | 20,8 <0,8 - - - -
Fpynna pucka CymmMma MeaunaHa o6wen MeawaHa BpeMeHM Ao TpaHchopMmauuum B
6annos BbDDKMBAEeMOCTU, MeC OMJ1 25% nauueHToB, MecC
OyeHb HU3KKUM <1,5 9,3 He pocturHyTa
Hunskunmn >1,5-3 6,3 He pocturHyTta
MpoMeXyTOUHbIN >3-4,5 3,4 2,4
Bblcokuit >4,5-6 1,2 0,8
OueHb BbICOKUI >6 0,6 0,6
BapuaHT [laHHblEe LLUTOreHEeTUYECKOro uccreaoBaHust
KapuoTuna
OyeHb xopoLni -Y; del(11q)
Xopowwnii HopmanbHbii; del(5q); del(12p); del(20q); del(5q) ¢ AONOAHUTENBHON XPOMOCOMHOW abeppaunei
MpoMeXyTOYHbIN Del(7q); +8; +19; i(17q); nobasa apyraa nsonmpoBaHHas unu asoiHas abeppauus
Mnoxon -7, inv(3)/t(3q)/del(3q); aBonHasa abeppaumnsa c —7/7q-; KoMnaekcHbln kapnoTtmn (3 abeppaunn)
OueHb naoxown KomnnekcHbI kapnoTtun (>3 abeppaunii)

HoBass mpornoctuueckass cucrema IPSS-R Oonee coBepmieHHa u  yiydmiaeT CTpaTh(UKALUIO
nanueHToB. OIlIEHKa MPOTHO3a MOXET TEXHUYECKHM OBbITh YIpolleHa ¢ momolsio HWHTepHeT-

kanbkyssaTopa (http://advanced.ipss-r.com) nnu 6ecruratHoro npriokeruss IPSS-R mis cmaprdonos n

IJTaHIICTHBIX KOMIIbIOTCPOB.


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

7.2. Ipyrue ¢paxropbl

OTtnenbHbIE TApaMETPbI, XapaKTEPU3YIOIIME COMAaTUYECKUMN CTaTyC MalMeHTa, MOTYT BIUATH Ha
€CTECTBEHHOE TeUEHHE OOJIE3HU U MPUHATHE TEPANEBTUYECKUX pelieHnid. K HuM oTHOCATCS BO3pacT,
COMYTCTBYIOIIME 3aboineBaHus, (U3NYECKHE pPe3epBbl, HYTPUTUBHBIA M TCUXUYECKUH CTaTycC

TanuceHTa.

IIpu BesiBiennn MJIC Bospact crapumie 60 €T sBISE€TCS HE3aBUCHUMbBIM HEOIAronpHusTHHIM
nporHoctTudeckuM QpaktopoMm. Koppekiusi Ha BO3pacT MPH OILIEHKE BEPOSTHOCTH JOJITOCPOYHOU
BBEDKMBAEMOCTH ObLIa TPEOCTaBICHA sl OOJBITMHCTBA MPOTHOCTUYECKUX CHUCTEM. TeM He MeHee,
XPOHOJIOTUYECKHUI BO3PACT MOKET OTIIMYATHCSA OT OMOJOTMYECKOr0, YTO HEOOXOAUMO YUUTHIBATH MPU

BBIOOpE TAKTUKH TEPAIUU.

BbIcoKas yacToTa COIyTCTBYIOIUX 3a00J€BaHUM — OOBIYHOE SIBJICHUE Y MOXKWIBIX Jitoaed. OnHo nin
HECKOJIbKO COIYTCTBYIOIMX 3a00J€BaHUI UCXOIHO BCTpedaeTcs 0oJjiee YEM y MOJOBUHBI MALIUEHTOB C
MJIC, 4r0 OKa3pIBaeT 3HAYMTEIBHOE BIMSHME Ha BBDKMBAEMOCTb. BOJE3HM cepama — 3TO camble
YyacTble COIMYyTCTBYIOLIME 3a00jeBaHMs, OIpenensiomue komopouaHocts mnanuentoB ¢ MJC.
CepnedHo-coCcyaMCThIE OCIOKHEHHS HauOoJiee BBIPAXKEHBI Yy NALMEHTOB C TSDKEIOW aHEMHUEN u

TpaHC(y3UOHHON 3aBUCUMOCTBIO.

[IpoGnemsbl, CBA3aHHBIE C HAJIWYUEM COMYTCTBYIOMIMX 3a00J€BaHH, MO-pAa3HOMY MPOSBISIIOTCS Y
nanreHToB ¢ MJIC u3 rpynit HU3KOro M BBICOKOTO pucka. Y mauueHtoB ¢ MJIC u3 rpynmnsl HU3KOTO
pHUCKa, COIyTCTBYIOIIME 3a00JeBaHUSl BIMSIOT HA MPOTHO3, HEMOCPEACTBEHHO YBEJIMYMBAS PHUCK
cMepTu, He cBszaHHOM ¢ TpaHchopmanmeit B OJI. 1 HA000pOT, y MAIMEHTOB U3 TPYMIbI BHICOKOTO
pHUCKa KIIMHUYECKOE 3HAYCHUE HETSKEJION COIMYTCTBYIOLIEH MAaTOJIOTUU HE TaK BEJIMKO 110 CPABHEHMIO
¢ HeOnaronpuaTHbIM nporuno3om camoro MJIC. OnHako U y 3TUX MAUEHTOB KOMOPOUAHOCTD BIUSET

Ha pE3yJbTaThl JICUCHUA, OTpaHUYHBast BBI60p BO3MOXXHBIX BApUAHTOB TCPAIIUH.

JIjisi IpOTHO3UPOBAHUS BIMSHUSL COMYTCTBYIOUIMX 3a00J1€BaHUI Ha KOHEUHbIE PE3Yy/IbTaThl JICUCHUS Y
6onpHBIXx MJIC Haubonwimii uaTepec npenctasisier MJIC-cnenupuyHblii UHAEKC KOMOPOUIHOCTH
(MDS-CI), nnst onpeneneHus KOTOPOro HEOOXOIMMO OLEHUTh (YHKIIMOHAIBHOE COCTOSHUE H/WIH
HaJIMYUE TOpPAXEHUS CepJla, NMEeYeHH, MOYeK M JIETKUX, AKTUBHBIX MM H3JICYEHHBIX COJIUTHBIX

omyxouneit ([Ipunoxenune ['2).

[To cymme 06amioB, MPUCBOCHHBIX KaXJIOMY MOKAa3aTeN0, OMPEAEsSeTCs] MPOTHOCTUYECKUN BapUaHT
MDS-CI: auskuii (0), npomexytounblii (1-2) u Beicokuit (>3 OamnoB). [locnenyroiee npumeHeHue
WHJEKCa KOMOPOUTHOCTH TIO3BOJIAET CTPAaTU(PUIMPOBATh MAIMEHTOB W3 TPYIIbl HHU3KOTO U
MIPOMEKYTOYHOTO PUCKA (HO HE BBHICOKOTO U OYEHBb BBICOKOTO) Ha TPYIIIBI C pa3HOW BEDKHBAEMOCTHIO.
[Ipu mpounx paBHBIX YCIOBHSIX BbICOKOe 3HaueHue uHiaekca MDS-CI kak yBelIUYMBaeT pUCK CMEPTH
OT NpUYUH, He cBs3aHHbIX C¢ TpaHchopmauueir B OJI (HR 2,46; p <0,001), Tak U y™MmeHbIIaeT
nmokazarenmn OB B memom (HR 2,09; p <0,001).

Takum 00pa3zoMm, yuder (PakTOpoB, CBS3aHHBIX KakK C 3a00JIEBaHUEM, TaK UM C CaMHUM MallMEHTOM,

SHAQYUTCIIbHO YJIY4YIIacT MPOTHOCTHYCCKYIO MOHIIHOCTH OTACIIbHBIX MOHCHCﬁ, 0COOCHHO B rpynmnax



HU3KOTO pucka [119].
Hossblie npenapars! B jiedennu M/IC

B nacrosiee Bpems B crpanax EBponbl u CILIA nmpoBoasitest uccnenosanus (6omnee 100) mo usyueHuro

3¢ (HEeKTUBHOCTH MPUMEHEHHUSI HOBBIX JIEKAPCTBEHHBIX Mpenaparo ajs jeuenuss MJIC:

. Jlycnatepcent (uuruburop curnaiapHoro mytu TGF-B) .
. Pokcagycrar (mHTrHOUTOp THIIOKCHEH HHAyHpoBaHHOTO (akTopa (I'ND)).

. UMeTtencTar-uHruOuTOp TeI0Mepassl.

AW N =

. [IpauuHocTar, SHTHUHOCTAT, MaHOOMHOCTAT, BaJILIIPOEBAS Kucnora  (MHTHOUTOPHI
TMCTOH/IealleTHIIa3bl)

. OHacunenu0, usocuaeHud (marudurop IDH1/IDH?2).

. Bereroknakc (cnerudpuyeckuit uurudutop 6enka Bel-2).

. Mugocraypus (MyabTUKHHA3HBIA HHTHOUTOP MMPOTEUHKUHA3).

. 'emTy3ymar o3oramuiind (MOHOKJIOHaIbHOE aHTUCD33 antureno).

O 0 3 O WD

. Puroceptu6 (uarubutop curnansuoro mytu kuna3 PI3K u PLK).

10. T'yagerutaOuH (TMIIOMETHIMPYIOIINIA MIpenapar) 1 Jip.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepumn kauecrBa YpoBeHb YpoBeHb
AOCTOBEPHOCTU y6eautenbHoCTH
AOKa3aTeNnbCTB pekoMeHaaumn
1 MauveHTy npu nopo3peHun Ha MAC, a Takxe naumeHTy cC 2 A

ycTaHoBNieHHbIM MAC B npouecce fieYeHnss U MNpu KOHTPOSIbHOM
06c/iefoBaHNN BbIMOJIHEH K/IMHUYECKUWIA aHanM3 KpoBWU C MOACYETOM
neikounTapHoi ¢opMynbl He Ha aBTOMaTUYECKOM aHanu3aTtope, C
NoACYETOM KOSIMYECTBA TPOMBOLIMTOB N PETUKYIOLUTOB

2 MauveHTy npu nogo3peHun Ha MAC, a Takxe naumeHTy c 5 C
ycTtaHoBsieHHbIM MAC B npouecce Jie4eHUss U MpU KOHTPOJSIbHOM
obcnenoBaHMM  BbINOSHEH  OMOXMMMYECKUMA  aHanu3 KpoBU C
onpeaeneHneM ypoBHs obuiero 6enka, anbbyMMHOB U r1o6YyMHOB,
MOYEBUHbI, KpeaTuHuHa, 6bunupybuHa obwero wn npsaMoro,
aKTUBHOCTU aMuUHoTpaHcdepas (ACT, AJIT), weno4vyHon docdaTtassbl,
NArC, ypoBHA XonecTtepuHa, TpUrnvuepuaos, rioKo3bl

3 MauveHTy npu nopo3peHun Ha MAC, a Takxe naumeHTy cC 5 C
ycTtaHoBneHHbiM MAC B npouecce nedyeHus, nepei MHBA3UBHbIMU
BMellaTeNbCTBaMM MU MpU KOHTPOSIbHOM 06CneAoBaHUM BbINMOSHEHO
nccnenoBaHue koarynorpammbl (AYTB, npotpomMbuH, dunbpuHoreH,
arperaumst TpoM60UMTOB)

4 MauneHTy npu Bepudukaummn amarHosa MAC w3 rpynnbl HU3KOro 2 A
pucKa BbIMOJIHEHO UCCief0BaHMe nokasaTens aHgoreHHoro MO

5 MauveHTy npu nopo3peHun Ha MAC, a Takxe naumeHTy cC 5 C
ycTaHoBneHHbIM  MAC B Mpouecce  fleYeHuUss  BbINOSIHEHO
nccnefoBaHMe CbIBOPOTOYHbIX MOKa3aTenen MetabosmaMma xenesa
(xeneszo, obLlias >ene3ocBs3biBaloLWlas CMOCOOHOCTb CbIBOPOTKM,
deppnTUH, TpaHCchEPPUH, HACbIWeEHNE TpaHCchepPpPUHA XenesoMm)

6 MaumeHTy npu nogo3peHmn Ha MAC, a Takxe nNauueHTy C 5 C
YCT@HOBJIEHHbIM MAC B npouecce fedyeHus BbIMOJIHEHO
nccnegoBaHne cogep)xxaHus BuTammHa By, 1 onatoB B CbIBOPOTKE

7 MauveHTy npu nogo3peHun Ha MAC, a Takxe naumeHTy c 3 B
yCTaHoBNeHHbIM  MAC Cc  KJIWMHWKO-NabopaTOpHOM  KapTUHOW
reMosIMTUYECKOn aHeMumn BbinosHeHa npoba Kymbca

8 MauneHTy C UMTONEHNYECKUM CMHAPOMOM MNpu noao3peHun Ha MAC 3 B
WM ¢ ycrtaHosneHHbiIM MAC BbINO/IHEHO WUCCNefoBaHWE FOPMOHOB
LMTOBUAHON Xenesbl

9 MauveHTy npu nopo3peHun Ha MAC, a Takxke naumeHTy C 5 C
ycTaHoBneHHbiIM  MAC B npouecce Tepanuu  BbIMOJIHEHO
LuMTosiornyeckoe nccrienosaHme KM

10 MauveHTy npu nogo3peHun Ha MAC, a Takxe naumeHTy cC 5 C
ycTaHoBsieHHbIM MC BbINOIHEHO UWMTOXMMUYECKOE MCClefoBaHKue
K/IETOK KpacHoro psaa ¢ 6epanHCKoi nasypbto

11 MauveHTy npu auarHoctuke MAC BbINOSIHEHO UUTOreHeTUYecKoe 4 C
nccneposaHne KM

12 MauveHTy npu nopospeHnn Ha MAC BbIMOMHEHO FUCTOIOrMYEcKoe 4 C
nccnegosaHne KM (TpenaHobuoncums)

13 MauneHTy c nopo3peHmeM Ha MAC BbinonHeHO Y3U 6ptowHoNn 5 C
MonocTM W 3abplOWKMHHONO MNPOCTPaHCTBa, Y3W  wuToBUAHOM
xenesbl, Y3/ opraHoB Manoro Tasa y XeHLWMWH W npeacratenbHomn
enesbl y My>X4YuH

14 MauuneHTy ¢ noao3peHnem Ha MAC BbINosIHEHA peHTreHorpadusa nnu 5 C
KT opraHoB rpyaHOM KNeTKMW.

15 MauuneHTy ¢ nogo3peHnem Ha MAC BbinosiHeHa KT nnm MPT ronossbl 5 C
16 MauyuneHTy c nogo3peHmem Ha MAC BbinonHeHa SrA4C 5 C
17 MaumeHTy c nopo3peHmeM Ha MAC u3 rpynnbl HU3KOro pucka 5 C

BbIMOJIHEHA KOJTIOHOCKOMUA

18 MauveHTy npu nogo3peHun Ha MAC, a Takxe naumeHTy C 5 C
ycTaHoBneHHbiM MAC B npouecce Tepanuu BbinonHeHa DK

19 MauyuneHTy C BepMdULUMPOBAHHbBIM MAC HU3KOro nnm 2 B
npomexyToyHoro-1 pucka no IPSS c 2MNO <500 Ea/mn c yactoTon




TpaHCdy3Uin KOHUEHTpaTa 3pUTPOLMTOB <2 MpoBedeHa Tepanus
ancn

20

Maunenty ¢ MAC m3 rpynnbl HU3KOrO M MPOMEXYTOYHOro-1 pucka
no wkane IPSS wu nauneHty ¢ MAC wn3 rpynnbl HU3KOrO W
MPOMEXYTOYHOro pucka no wkane IPSS-R ¢ runonnasunen
KPOBETBOPEHUS, HOPMasibHbIM KapuoTUMOM, aHOMannsMmn XOopoLlero
WM MPOMEXYTOYHOrO pucKa, 3a WckIwYeHueMm 7q-, iso(17q),
nposegeHa NCT

21

MauneHty ¢ MAC m3 rpynnbl HU3KOrO M MPOMEXYTOYHOro-1 pucka
rno wkane IPSS v nauveHty ¢ MAC wu3 rpynnbl OYEHb HU3KOrO,
HU3KOr0O U MNPOMEXYTOYHOro pucka no wkane IPSS-R; nubo
nauneHty c¢ MAC-kaHaugaty Ha nposegeHue anno-TICK nocne
TpaHcdy3mm 10-20 403 AOHOPCKUX 3PUTPOLUTOB, MPU MOBbILLIEHUN
CbIBOPOTOYHOro  depputnHa 6onee 1000-Hr/mn  npoBeneHa
XxenaTopHas Tepanus

22

MauveHty ¢ MAC B BO3pacte <60-65 netr 6e3 TsxenbIX
COMyTCTBYHOLWMX 3aboneBaHni M3 rpynnbl NPOMeXyToyHoro-1 pucka
npyv Hanuuum HebnaronpuaTHbIX aHoManui KapuotTuna, WAn U3
rpynnbl NPOMEXYTOYHOro-2 WM BbICOKOrO pucka no wkane IPSS,
WX W3 Tpynnbl MPOMEXYTOYHOr0, BbICOKOIO M OYeHb BbICOKOIO
pucka no wkane IPSS-R, a Takxe naumeHty ¢ MAC, monoxe 40-50
net, 6e3 n3bbiTka 61acTOB U3 rpynMnbl MNPOMEXYTOYHOro-1 pucka no
wkane IPSS v npomexyToyHOro pucka no wkane IPSS-R,
pe3nMCTeHTHOMY K  MNpOBOAMMOM  Tepanuu, C  BblpaXXeHHOMN
3aBUCMMOCTbIO OT TPaHCPY3ni KOMMOHEHTaMW KpPOBM MpOBEAEHO
HLA-TUNMpoBaHMe W MNPUHSATO pELleHMEe BOMpoca O BO3MOXHOCTU
anno-TrcK

23

MauvernTty ¢ MAC m“3 rpynnbl MPOMEXYTOYHOr0-2 U BbICOKOro pUcKa
no wkane IPSS u naumenty ¢ MAC 13 rpynnbl NPOMEXYTOYHOrO,
BbICOKOIO U O4YeHb BbICOKOro pucka no wkasne IPSS-R nposeaeHa XT
WIn Tepanusa rmnoMeTUINpyLWMMM npenapaTtamm
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IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

LeneBast aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

e BpPAYU-TEMATOJIOTH;

e Bpa4YM-OHKOJIOTH;

e BpPAYU-TEPAIICBTHI;

e BpPAYM-AHECTE3UOJIOIU-PEAHUMATOIIOTH;

e Bpay-KIMHUYECKHE (hapMaKOJIOTH.
PeiiTuHroBasi cxema JJisi OlleHKH YPOBHS JJOCTOBEPHOCTH /10KA3aTeJIbCTB

IIIkana oueHKH YpPOBHeH J0CTOBEPHOCTH A0Ka3aTrejabCcTB (Y1) misi MeToq0B AHATHOCTHKHU

(IMarHoCcTH4YEeCKMX BMEMIATEIbCTB)

yan PacwudpoBka

1 CuctemaTtnyeckme 0630pbl MCCNeaoBaHWM C KOHTpoOneM pedepeHCHbIM MeToAOM WM CucTeMatmyeckmin o063op
paHAOMU3NPOBAHHbBIX KIMHUYeCcKkux nccnegosaHun (KM) ¢ npumeHeHnem mMeTaaHanmsa

2 OTaenbHble WUCCNEAOBaHUS C KOHTPONEM pedepeHCHbIM METOAOM WM  OTAENbHblE pPaHAOMU3MPOBaHHble KU 1
cucTemMaTmyeckme 0630pbl UCCNeaoBaHWin oboro AmsariHa, 3a UCKTIYEHWEM paHAOMU3MPOBaHHbIX KW, ¢ npuMeHeHneM
MeTaaHanusa

3 MccnepoBaHus 6e3 nocnefoBaTefIbHOro KOHTPONs pedepeHCHbIM MeTOAOM WM UCCefoBaHUs C pedepeHCHbIM

MeToaoM, He gdBndwmumMmca Hes3aBuUCMMbIM OT MUCCeayeMoro Metoaa WM HepaHAOMU3UPOBaHHbIE CpaBHUTEJIbHbIE
nccnenoBaHud, B TOM YWMcne — KOropTHble UccnegoBaHus

4 HecpaBHUTeNbHbIE NCCef0BaHUSA, ONUCAaHUE KIMHUYECKOro criydas

5 MmMeeTca nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA WU MHEHMue 3KCNepToB

IIkaJjia OlleHKH YPOBHEH JOCTOBEPHOCTH 10KA3ATEJIbCTB JJI51 METOA0B NMPO(PUIAKTUKH, JIeUeHUsI

H peaﬁmmTaunn (HpO(l)I/IJIaKTI/I‘{eCKI/IX, JIe‘IeﬁHbIX, peaﬁl/lJII/ITa]_ll/IOHHLIX BMeIIIaTeJI])CTB)

yan Pacwumdposka

1 CucteMaTuyeckmnin 063op paHLOMU3NPOBaHHbLIX KN ¢ NnpuUMeHeHneM MeTaaHanmsa

2 OTaenbHble paHaoMmsmpoBaHHble KW 1 cuctemaTtnyeckue o630pbl uccnegoBaHui noboro AmMsanHa, 3a UCKIKYeHMeM
paHAoOMU3NpPOBaHHbIX KW, ¢ npuMeHeHneM MeTaaHanmsa

3 HepaHAoMU3MpPOBaHHbIE CPABHUTENbHbIE UCCNEN0BaHUSA, B TOM YMC/IE€ KOrOPTHbIE UCC/IeA0BaHUs

4 HecpaBHWTENbHbIE WCCNEA0BaHMSA, OMUCAHUE KMHUYECKOrO CflydYass WM CEPUM CIy4yaeB, WCC/IEAO0BaHWUS «Ciy4daii—
KOHTPO/b>»

5 NMeeTca nvwb 060CHOBAHWE MexaHu3Ma [AEeNCTBMA BMelaTenbCTBa (AOK/IMHUUECKUE WCCNEeA0oBaHUsA) WM MHEHUue
3KCnepToB

IlIkana oneHku ypoBHeil yoeauTeabHOCTH pekoMenaanuii (YYP) 15 MeT0o10B NPOPUIAKTHKH,
AHATHOCTUKH, JIeYeHUs U peadmiauTannu (MpoPUIaAKTHYECKUX, JHATHOCTHYECKHUX, JedeOHBbIX,

peadMJINTAIIMOHHBIX BMEIIATEIbCTB)

YYP PacwudcdpoBka

A CunbHaa pekoMeHzaumsa (Bce paccMaTpuBaeMble KpUTepun 3PheKTUBHOCTU (MCXOAbI) SIBASIKOTCS BaXXHbIMKU, BCe
nuccnenoBaHMs MMET BbICOKOE WAW  YAOBNETBOPUTENIbHOE METOAOJSIOrMYeckoe KayecTBO, WX BbIBOAbl MO
MHTEPECYLWNM NCX0a4aM ABNAKTCA COrﬂaCOBaHHbIMVI)

B YcnoBHasa pekoMeHaaumnsa (He BCce paccMaTpuBaeMble Kputepum adbdeKTUBHOCTU (ncxoabl) ABASIOTCH Ba)XXHbIMU,



HE BCe uccnegoBaHunda WUMEKT BbICOKOE WU YyAOBJIETBOPUTESIbHOE METOAO0JI0NMYeCKoe KadecTBO n/mnn mnx
BblBOAbl MO MHTEPECYOLWMM NUCXO4aM HE ABJIAKOTCA COI'J'IaCOBaHHbIMVI)

@ Cnabasi pekoMeHaaLums (OTCYTCTBME AOKa3aTeNbCTB Haznexallero kayectsa (Bce paccMaTpuBaeMble KpUTEPUM
3 deKTUBHOCTM (MCXOAbl) SIBASIOTCS HEBaXKHbIMW, BCE WCCNELOBaHUS WMET HU3KOEe METOAO0SI0rMYeckoe
KauyecTBO M WX BblBOAbI MO MHTEPECYIOWNM UCXOAaM He ABSITCS COracoBaHHbIMM)

MeTtomosiorusi BAJUAN3ANUN PEKOMEH AU
MeTonbl Banuan3anuu peKOMEHIAlNM:

e BHCHIHAA OKCIICPTHAA OLICHKA,

e BHYTPEHHsIS DKCIIEPTHAS OLICHKA.
Onucanue MeTOAUKHM BAJTUIN3ANMU PEeKOMEeHIalni

Hacrosimue pexomeHmanuu B TpeABAPUTEIBLHON BEpPCHU OBUIM PEIEH3UPOBAHBI HE3aBUCHMBIMU
AKCIIEpTaMH, KOTOPBIX MOMPOCUIIN MPOKOMMEHTHUPOBAThH, HACKOJIBKO KAYE€CTBEHHO MHTEPIPETUPOBAHBI
JI0Ka3aTeNbcTBA W pa3paboTaHbl peKoMeHmanuu. Takke Oblla TPOBEIEHA OSKCTEepTHAas OICHKA

HN3JI0KCHU S pCKOMCHI[aI_II/Iﬁ " UX JOCTYITHOCTH JIsI IOHUMAaHUWA.

[IpenBaputenpHass BepcHsi PEKOMEHIAIMKA TPEACTaBIsUIach W OOCyXKJajdach Ha 3acelaHuu
DKCIepTHOTO COBETA MO0 TeMaTOJIOTHH M HAyYHBIX KOH(pepeHIusAX HarmoHamsHOTO reMaToI0rHIeCcKoro

oOrrecTBa.

Pexomennanmmu oOCyX A€HBI W OM0OpPEHBI BEAYIIMMH CHEIUanucTamMu npoduinbHbix DeaepanbHbIX

1ueHTpoB P® u mpakTU4eCKUMH BpauaMH.
OxoHuaTeJibHAS pelaKIUsA

Jlns  OKOHYATeIBbHOM pPENaKIUM ¢ KOHTPOJIS KadecTBa PpPEKOMEHJAluu ObUIM  TOBTOPHO
MPOAHAIIU3UPOBAHBI YJICHAMH aBTOPCKOTO KOJUIEKTHBA, KOTOPBIC MPUIUIM K 3aKIOUYEHUIO, YTO BCE
CYyLIECTBEHHbIE 3aMEUYaHHMS M KOMMEHTApUM OJKCIIEPTOB TMPHUHATHI BO BHHUMAaHHUE, PHUCK

CHCTEMAaTHYECKHX OIINOOK Inpu pa3pa60TKe CBCJICH K MUHUMYMY.

HOCJ’I@I{HI/IG HN3MCHCHHUSA M OKOHYATCJIbHAA PCAAKIUA JaHHBIX peKOMeHI[aHI/Iﬁ ObLIH pPaCcCMOTPECHLI U
YTBCPKACHBI HA 3aCCAAHNN MYJIIbTUAUCHUTIIIMHAPHOTO 9KCHepTHOI‘O COBCTA 110 I'€MAaTOJIOTUHU B allpelic
2018 .

IMopsiiok 00HOBJIEHNSI KJIMHUYECKUX PEeKOMeEH AUl

MexaHu3m OOHOBIIEHHUS KIMHUYECKUX PEKOMEHJAIUN MpelycMarpuBaeT HUX CHCTEMAaTHYECKYIO
aKTyaln3alfi0 — He peXe YeM OJWH pa3 B TPHU TO/a WM MPHU TMOSBICHUU HOBOM MHEOOpPMALMH O
TAKTUKE BEJCHHS MAIMeHTOB C JaHHBIM 3a0osieBaHueM. PemieHne o0 OOHOBICHMHM NPUHUMAET
Munsapas Poccun Ha OCHOBE NPENIOKEHMM, NPENCTABICHHBIX MEAUIMHCKUMU HEKOMMEPYECKUMU
npodeccuoHaibHbIMU  opranu3anusaMu. CQopMUpOBaHHBIE TPEIIOKEHUS JOJKHBI  yUUTHIBAThH
pe3yabTaTbl KOMIUIEKCHOM OLICHKM JIEKAPCTBEHHBIX IPENApPATOB, MEAWLMHCKUX HW3ACIUN, a TaKXKe

pe3yabTaThl KIMHUYECKOW anpodanuu.






Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

IIpuioxkenue A3.1. BapuaHThl KypcoOB MHAYKIUM U KOHCOJTUIAIUA

Mporpamma MpenapaTtbl
nHAykKummn/
KOHcoNMaauum
7+3(1) #UmnTapabur** 100 Mr/mM2 B/B 2 pasa B CyTKW B 1-7 AHM
o #JayHopybuumnH** 60 mr/mM2 B/B 1 pa3s B AeHb B 1-3 AHU vnn
o #MuTOKCAHTPOH** 10 Mr/mM2 B/B 1 pa3 B AeHb B 1-3 AHU nan
o #WpapybuumH** 12 Mr/m?2 B/B 1 pa3 B AeHb B 1-3 AHM
7+3(2) #UnTapabur** 200 Mr/M2 B/B KpyrnoCyTOUHO B 1-7 AHK
o #JJayHopybuumH** 60 mr/mM2 B/B 1 pas B AeHb B 3-5 AHU vn
e #MuTOKCAHTPOH** 10 Mr/m2 B/B 1 pa3 B AeHb B 3-5 AHM uan
o #WpapybuumH** 12 Mr/m2 B/B 1 pa3 B AeHb B 3-5 AHM
AzauntuanH** AsaunMTuanH** 75 mr/mM2 7 gHeit, n/k 1 pas B AeHb, MHTepBan 21 aeHb
OeunTtabuH Jeuntabun 20 Mr/m2 B/B 5 AHel, UHTepBan kaxable 28-35 aHeit

Aza-Ida-Ara-C

A3aunTUanH** 75 mr/m2 n/k 1 pa3 B AeHb, B 1-3 AHK
#WnapybuumH** 3 mr/m2 B/B CTpyiiHO, 1 pa3 B AeHb, B 4-10 AHK
#UnTapabur** 10 mr/m2 n/k 2 pasa B CyTKMW, B 4-17 AHK

Dac-Ida-Ara-C

OeuuntabuH 20 mr/mM2 B/B 1 pas B AeHb, 1-3 aHun
#WnapybuumH** 3 mr/m2 B/B CTpyWiHO, 1 pa3 B AeHb, B 4-10 AHu
#Lutapabur** 10 mr/mM2 n/k 2 pasa B CyTKuW, B 4-17 AHu

Manble
#LUntapabuHa**

A03bl

#UnTapabur** 10 mr/m2 n/k 2 pasa B cyTku 28 aHel

BapuaHThl KypcoB No/1epKMBAIOIIETO JIeUeHUs!

Mporpamma MpenapaTt
5+ 6-MIN (2) #UnTtapabun** 100 Mr/m2 B/B 2 pa3a B AeHb B 1-5 AHM, uam 50 Mr/mM2 NnoaKoxHoO 2 pasa B AeHb B 1-5
aHn
#MepkanTonypuH** 60 Mr/mM2 B CyTKM B 2 NpueMa BHYTPb B 1-2 AHK
AzauuTuanH** AsaunTuanH** 75 mr/mM2 7 gHel, n/k nHTepsan 21-35 geHb
JeunTtabuH Jeuuntabun 20 Mr/M2, 5 gHeit, B/B, nHTepBan 28-35 aHel
Aza-Ara-C AsauutuanH** 75 mr/m2 n/k 1 pas B AeHb, B 1-3 AHK
#Untapabun** 10 Mr/M2 n/k 2 pasa B cyTku ¢ 4-ro no 10-17 gHm
Dac-Ara-C JeunTabuH 20 mr/m2 B/B 1 pa3 B AeHb, B 1-3 AHK
#UuTapabun** 10 mr/mM2 n/k 2 pasa B cyTku C 4-ro no 10-17 aHu
Manbie [03bl #UuTapabun** 10 mr/mM2 n/k 2 pasa B cyTku 21-28 aHeit
#LUntapabuHa**
Ipusoxenue A3.2. Pekomenaanuu nmo HasHadyenuro IIICII
Mpenapatbl CraptoBbie go3bl 3MNCH Mpu otcyrctBuM 3¢dpdekTta* uyepes 6-8 Hepesnb

yaBausawT ao3y IAIMCM u/vnmn po6basnaior MNKCoP
300 MKr B Hepgenro




#2n03TUH anbda** 150 en./kr 3 pasa B HeZentwo 300 ea./kr 3 pasa B Heaeno

40000 en. 1 pa3 B Hegenw 60000 en. 1 pa3 B Hegento
#3N03TUH beTa** 150 en./kr 3 pasa B Hepento 300 ep./kr 3 pasa B Hegento

30000 ea. 1 pa3 B Hegeno 60000 en. 1 pa3 B Hepento
#[1ap63n0o3TnH 150 mkr (2,25 mkr/kr) 1 pa3 B Hegento 300 mkr (4,5 mkr/kr) 1 pa3 B Hegesnto
anbpa** 500 mkr (6,75 mkr/kr) 1 pa3s B [o3y He yBenuuuneatoT

3 Hepenu

*Hem noevluenust yposusa Hb >10 e/n u/unu cHusxicenus 3a8UcCUMoCmu om 2eMompancgy3uti.




Ipusoxkenue b. AJropuTMbl BeJleHUS NAIUEHTA

OO0muii aaropuT™M BeeHUs1 NaMeHToB ¢ nono3penuem na MJIC
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Auaroputm Benenusi nanueHToB MJIC BBICOKOT0 pucka:
— TPyIIIbI IPOMEKYTOYHOTO-2 U BBICOKOTO pUCKa 1o mikaie [PSS;

— TPYyIIIbI IPOMEKYTOYHOTO, BEHICOKOTO U O4€Hb BBICOKOTO prcka 1o mkaie [PSS-R;



— TPyNIIbl IPOMEKYTOYHOTO, BEICOKOTO U OYE€Hb BBICOKOTO pucKa mno mkaie WPSS.
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Hpuiaoxenue B. Unopmanusa 1J18 NalMEeHTOB

Muenonucrmnactuueckue cuaipomsl (MJIC) — 310 rpynmna paznudHbIX 3a00J€BaHUI KOCTHOTO MO3Tra
(KM), nposiBastomuxcst B ToM, uto KM He BbIpabaTbIBaeT JOCTAaTOUYHOIO KOJUYECTBA 3/I0POBBIX
kinetok KpoBu. MJIC dYacTo Ha3bIBalOT «OOJIE3HBIO HENOCTATOYHOCTU KOCTHOro mosra». MJIC
CTPa/aloT TIIaBHBIM 00Pa30M MOXKUJIbIC JIFOAHU (BO3pacT OOJBIIMHCTBA MAIMEHTOB MPEBBIMIAET 65 JIET),

OOHAKO U CpCaU JIUI] MOJIOKC 40 et BO3MOKHO BBISBICHUE 3TOI0 3a00JICBaHMS.

OcHoBabiMM nipu3HakamMu MJIC siBiiseTCS TUTONEHUSI — 3TO CHUKEHUE KOJIMYECTBA 3PUTPOLUTOB U
reMoroOnHa, JEUKOIUTOB M TPOMOOIUTOB; MOMHUMO HHM3KOTO KOJIMYECTBA KIJIETOK KPOBH, 3pEJIble
KJIETKM  KpPOBHM, IUPKYIMPYIOIIME B  CHUCTEME KpOBOOOpalleHUs, MOTYT  HENpaBUIbHO
(GYHKIIMOHMPOBATh U3-3a TaK Ha3biBaeMou aucmiazuu. Hecmotps Ha To, uto MJIC — 3TO HE CUHAPOM,

a 601e3Hb, U JaXe Tpymnmna 3a0o1eBaHui, 0003HAUCHNE KCHHAPOMY J0 CHUX TOP OCTAEeTCs B CHIIE.
OCHOBHBIMH THITAMH IIUTONICHUH SBJISIOTCS:

1. AHeMHsI — CHIDKEHHOE COJEp)KaHHWE SPUTPOLMTOB B 1 MKJI KPOBH, HO 4Yalle HUCHOIb3YIOT
napameTpbl I'eMOIIOOMHA:y MAalMEHTOB MPOSIBICHUSIMH aHEMHUH SBISIOTCA OJIETHOCTh KOXKHBIX
MOKPOBOB,  CIa0OCTh,  TOBBIINIEHHAs  YTOMJIIEMOCTb,  COHJHMBOCTb,  TOJIOBOKPYXKECHHE,
cepauedueHue, opIIKa, Kak B MOKOE, TaK U MpH (pu3ndeckoil Harpyske. g KaK0ro manueHTa
CYIIECTBYET CBOE, MOPOTOBOE 3HAYEHHE TI'eMOIIOOMHA, MPU KOTOPOM HAYUHAIOT MOSBISITHCS U
YCUJIMBATHCS JIAHHBIE CHMIITOMBI, KOTOPbIE€ 3aCTaBJISIIOT OOpaTUTHCS K Bpady M B JajbHeHIIeM
MOMOTaIOT OIICHUBATh COCTOSIHHUE TAIUEHTA.

2. JleiikonieHUsT — HU3KOE cojaepkaHue JeikonuToB B 1 Mk kpoBu. CHUKEHHE MOKa3aTenei
JEHKOLIUTOB U HEUTPOPUIIOB, a TaKkKe HapylleHHEe MX (PyHKIMM HE CKa3bIBae€TCsi Ha O0IIeM
CaMOUYyBCTBUU TAI[MEHTOB, OJHAKO MPUBOAUT K YBEIWYCHUIO YaCTOThl HMHQEKIIMOHHBIX
OCJIOKHEHHUH.

3. TpomOoLMTOTIEHUS — HU3KOE COAEep)KaHUEe TPOMOOIMUTOB B | MKJI KpPOBHM; y NAIMEHTOB C
TPOMOOIIMTONIEHUEW HEPEIKO BBISBIISETCS TeMOpPparMueckuil CUHAPOM (TOSIBJICHHE Ha KOXKE U
CIIM3UCTBIX KPACHBIX MSATEH-TEMOpPparuii, KPOBOTOUMBOCTh JIECEH, Yallleé BO BPEMs MPOBEICHUS
TMTUEHUYECKUX IMPOLEAYp, KPOBOTEUEHHUS M3 HOCA, JKEIyJO0YHO-KUIIeYHOro Tpakta u T. A.). C
Y4€TOM HapyleHHOW (YHKIUMU TPOMOOUUTOB ATH MPOSBIEHUS MOTYT OBbITH IPU YPOBHE

TpoM6onuToB >20x 10%/71, 0HAKO YaIe OHM BCTPEUAIOTCS IPH MOoKa3aTessix Menee 20x 107/,

Jns muarnoctukn MJIC HeoOXomMMoO BBITIONHUTH HcclieaoBaHne KpoBu, KM ¢ ompeneneHuem
0COOEHHOCTEN KapuoTHna (ONpeAesuTh — €CTh MOJOMKH XPOMOCOM MJIM HET), a TakKe MPOBECTHU
MOJIHOE TepareBTHUECKOe 00ciieJoBaHNe. ITO TTOMOXKET Bpady MOATBEPAUTH HATHUNUE UM OTCYTCTBHE
MJIC, BBIACHUTH HaJIW4YME COIMYyTCTBYIOIICH TMATOJIOTHH, a TakKe BBIOpaTh TaKTUKY dajbHEHIICH

TCpalmu.

B nacrosiee Bpems cymectByeT MHOTO MeToqoB Jeuenus MJIC. Boibop 3aBucut ot Bapuanta MJIC,
OCOOEHHOCTEN KpPOBETBOPEHHUs, TIpPyNIbl pHUCKA, BO3pacTa MALMEHTa, HAIUYUg U TOKECTU

CONYTCTBYIOLIEH MAaTOJI0THH, Hannuus noaxoasiiero no HLA-cucrteme goHopa.



Pemenne o Hayanme TOM WM WHOW Tepamuu, OCOOCHHO O Hauyaje peaau3alud TpOrpaMMbl
TPAHCIUIAHTALIMM  QJJIOTEHHBIX TI'E€MOMNO3TUYECKUX CTBOJIOBBIX KJIETOK, IPUHHUMAETCS BpPadOM

COBMCCTHO C NAIMMCHTOM M €T0 POACTBCHHUKAMMU.

AI[eKBaTHOG BBITIOJIHEHUE TAIMEHTOM Ha3HAYCHUU Bpada, CBOCBPCMCHHOC CO6J'IIO,Z{€HI/IG BCCX

YCTAHOBJICHHBIX IIPABHJII ITO3BOJISICT ITOJIYUYUTh MAKCUMAJIbHO BO3MOKHBIN PE3YyJIbTAaT.

Bcem mammentam ¢ MJIC pekomenayeTcss coOiIonaTh MpeaNucaHus reMaroyiora mo JCUEHUI0 U He
3aHMMATbCS ~ CAMOJICUCHHWEM,  HWCKIIOYUTh  WHCOJAIMIO,  IOCEIIEHWe  CayHbl /OaHM W
dbuszmoTepareBTHUeCKre TMporeaypsl. [Ipn Hamumuuu BpeaHBIX YCJIOBHHM Tpyla >KejaTebHa CMEHa
yciaoBuii pabotel. K BpemHbIM yCIOBHSAM Tpyda OTHOCATCSA:padOTa, CBS3aHHAS C TSDKEIBIM
GU3MUECKUM W 3HAYUTEIBHBIM HEPBHO-TICUXUYECKUM HANpPSDKEHUEM, BO3JACHCTBHEM TOKCHYECKHX
areHToB, BUOpalnuu, MpeObIBAHWEM Ha BBICOTE, OOCTY)XKMBAHHUEM JBUXKYIIMXCA MEXaHU3MOB,

BOXACHHUCM TPAHCIIOPTHBIX CPEACTB, JUCIICTUCPCKHUC npocbeccnn " T. II.



IHpuiaoxenue I.

IIpuioxkenue I'l. Ouenka 3¢pPpexTuBHocTu Tepanuu M/IC

OddextuBHocth Tepanuu MJIC momkHA OIEHUBATHCS COIIACHO KPHUTEPUsIM OTBETa Ha JICUCHHS
MexayHapoaHoit padoueit rpynmsr (IWG 2006) [3].

OpurunansHoe Ha3zpanue: International Working Group (IWG) response criteria in myelodysplasia
[65]

Tum: apyroe — KpuTepuu OIIEHKU OTBETA HA JICUYCHHE
Ha3nauenwue: onenka 3gdexruBaoctu tepanuu MJIC

ConepxaHue U MUHTEPIPETALMS:

Ouenka 3¢ppexTuBHoctu Tepanuu (IWG 2006) [3]

Bupg otBeTa

Kputepumn

[MonHasa pemMuccums

KM: 5% wn MeHee 6nacTHbIX KNETOK C HOpPMalibHbIM CO3peBaHMEM BCEX TUMOB KIETOYUHbIX JIMHWUIA;
BO3MOXHa MepcucTmpytowas ancniasms

Mepudepunueckas kposb: Hb =110 r/n, Tpombouutbl =100x10%/n, HelTpodmnbl =1,0x10%/n,
6nactHble knetkn 0%

YacTnyHasa pemMmccuns

Bce kpuTepuu MNOMHOW peMmccum cobnrogatoTcsi 3a MCKKOYEHMEM TOro, YTO KOMM4YecTBO 6/1acTHbIX
knetok B KM cHusunocb Ha 50% mn 60nee oT UCXOAHOro 3Ha4YeHus, HO ocTtaeTcs 6onee 5%.
KnetoyHocTb n MOpdOonorna He akTyasnbHbl

KoCTHO-Mo3roBas

KM: 5% n MeHee 6n1acTHbIX K/IETOK M UX KOJIMYECTBO B NMpouecce Tepanum CHM3MAocb Ha 50% u 6onee

pemMuccus OT MCXOAHOr0 3HaYeHus
Mepudepnyeckass KpoBb: €Cnn HabnaaeTcs reMaTonormyeckoe ynydllieHune, ero crenyet AobaBnsitb
K KOCTHO-MO3roBOMY OTBETY

Ctabununsaums OTCYTCTBME YaCTUYHON PEMUCCUMU, HO HET NMPU3HAKOB NMPOrpeccMpoBaHns B TedyeHne 6onee 8 Heaenb

Be3 adpdekTa

JleTanbHblil Mcxon Ha doHe Tepanuu WAM MporpeccupoBaHuve 3abofnieBaHUsi, XapakTepuaytolimecs
yCyryb/ieHneM LUTOMEHUN, YBENMYEHNEM KONMYECTBa 61acTHbIX KneTok B KM nau nporpeccMpoBaHue
B 60slee «NpoABUHYTbLIN» Mopdonormyecknin BapuaHt MAC No CpaBHEHWUIO C TEM BapuMaHTOM, YTO 6bin
[0 Tepanuu

PeunanB nocne nonHowm
unm YacTUYHOM
pemMmnccmnm

Heobxoammo Hannuune xots 6bl 1 U3 cneayroWMX NPU3HaKOB:

- NpoueHT 61acTHbIX KNEeTOK BEPHYCA K UCXOAHOMY 3HAYEHUIO A0 IeHeHUs;

— CHmeHne Ha 50% un 6onee OT MakKCMMasbHOro KOMMYeCcTBa rpaHyoUMTOB WM TPOMBOLMTOB BO
BpeMs peMUccumn/oTBeTa;

- CHWXeHWe KoHueHTpauum Hb Ha 15 r/n un 6onee wnu npucoeanHeHne TpaHCHY3MOHHOM
3aBUCMMOCTH.

LiInToreHeTnyeckuni
oTBeT

MONHbINA: NCYHE3HOBEHME XPOMOCOMHbIX U3MEHEHUIA U OTCYTCTBUE HOBbIX
YacTMYHbIN: yMEHbLUEHNE KOMMYECTBA K/IETOK C XPOMOCOMHbIMU HapyLeHUsIMU MUHUMYM Ha 50%

lMporpeccus
3aboneBaHus

[Ona naumMeHTOB C KONMYECTBOM 61aCTHbIX KEeTOK:

- MeHee 5% - yBenuyeHune Ha 50% wn 6onee, T. e. 6onee 5%;

- 5-10% - yBenuyeHue Ha 50% u 6onee, 1. e. 6onee 10%;

- 10-20% - yBenuyeHne Ha 50% un 6onee, T. e. 6onee 20%;

- 20-30% - yBenunyeHune Ha 50% wn 6onee, T. e. 6onee 30%.

Hannune noboro n3 cnepyowmx npmM3HaKkoBs:

— CHWMXXEHWEe KONM4yecTBa rpaHynouMTOB MM TPOMOBOUMTOB Kak MMHUMYM Ha 50% OT MakcumanbHOro
3Ha4YeHns BO BPEMSI peMUCCUN/O0TBETa;

— CHWXeHue KoHLeHTpauun Hb Ha 20 r/n v 6onee;

— 3aBMCMMOCTb OT TPAHCPY3NOHHOM Tepanuu.

[emaTonornyeckoe
ynyJdlieHve

Kputepumn otBeTa (OTBET AO/IKEH COXPaHATLCA HE MeHee 8 Heaesb)




SpUTPONAHbIN oTBeT MosbiweHne Hb Ha 15 r/n n 6onee;

(ncxonHo meHee 110 r/ CHuxeHne abCoNtoTHOro Yncna egmHuL, nepennBaeMon 3puTPOLUTHOM MacChbl, N0 KpanHen Mepe, Ha 4
n) eAVHULbl B TeyeHuMe 8 Heaenb, MO CPaBHEHUIO C WUCXOAHbIM 4YWC/OM MepennBaeMblX eauHUL, 3a
npealwecTsyrolme 8 Heaenb;

Mpn oueHke WHTEHCUMBHOCTUM TPaHCPY3MOHHOM Tepanun HeobxoAMMO YyuuTbiBaTb TpaHCdy3uu,
BbIMO/IHEHHbIE Npy Hb <90 r/n

TpoMbouuTapHbIi OTBET ABCONIOTHOE uMCno TpPoMbOLMTOB yBenuumsaeTca >30x109/71, NMpU UCXOAHBLIX 3HayeHUsx 6onee
(ncxonHo MeHee 20x10%/n;
100x109/n) YBenuyeHue c meHee 20x10°/n go 6onee 20x10%/n u MUHMMYM Ha 100%

HelnTpodunbHbln OTBET YeenuueHue Ha 100% 1 ysennyeHne abconioTHOro uncna Heittpodunos Ao 6onee 0,5x10°%/n

(ncxonHo MeHee

1,0x10%/n)

Mporpeccus v [oka3aTenbCcTBO XOTS 6bl 04HOrO U3 CeAyLWmMX NPU3HAKOB:

peunams nocne - CHMXxXeHue Ha 50% u 6onee OT MaKCMMasibHOro KOIMYEeCTBa rpaHysI0LUNTOB MU TPOMBOLIMTOB;
reMaTosIormM4yecKkoro — CHmxeHue Hb Ha 15 r/n n 6onee;

yny4dLeHuns - TpaHCcdy3MOHHasa 3aBUCUMOCTb.

Hpunoxenue 2. llIkana komopOuaHOCTH AJ1 manueHToB ¢ MIC

JIJist MpOTHO3UPOBAHUS BIMSHUS COMYTCTBYIONINX 3a00I€BaHUI Ha KOHEYHBIC PE3yIbTaThl JICUCHUS Y
6ompHbIX MJIC HE0OX0aMMO O1leHuBaTh KOMOPOUIHOCTH nanuenTa no MJIC-cnerudpuanomy uHIEKCY
komopounnoctu (MDS-CI) [119].

OpurunansHoe HazBanue: MDS comorbidity index
Tur: mkana OueHKn

Ha3nauenue: knmuHu4eckas oleHKa KOMOPOUIHOCTH
ConepxaHue 1 MHTEpIIpETALU:

HIxana komopouanocTH Aiaa namuenTos ¢ MJIIC (MDS-CI)

ConyTtcTBylowue 3a6oseBaHus Bannbi

BonesHn cepaua
apuTMums
3aboneBaHunsa KnanaHoB 2
nwemmyeckas 6o0ne3Hb N MHMapKT MMoKapaa
3acToMHasa cepaeyvyHas HeAo0CTaTOYHOCTb

MopaxeHne nevyeHu cpeaHen N TSHXKENOoW CTeneHun
uMppo3

dnbpo3 1
nepcucTupyrowas runepbmnupybuHemms >1,5xBIrH nnm
ACT/ANT >2,5xBIrH

[MopaxeHune ferkux TAXenon cTeneHun
anddysHaa cnocobHoCcTb n/nnm 06bemM hopCcCMpPoBaHHOMO BblAOXA 1
3a 1 ¢ £65% mnm AMCNHO3 B NOKOE MM HEOH6XOAMMOCTb B OKCUIeHauumn

BonesHn nouek
nepcMcTupyrowas KpeaTuHMHeMns >2 Mr/an 1
remoauanus

TpaHcnaHTaums

ConungHasa onyxonb
OMyXxoJ/ib B @aHaMHe3e, 3a UCK/TI0YEHNEM HEMEAHOMHOIO paka KoxXwu 1

ITo cymme GanioB, MPUCBOCHHBIX KaXKIOMY IMOKA3aTENI0, OMPEAEseTCs MPOrHOCTUYECKUN BapHaHT
MDS-CI: auzkuit (0), npomexxytounsiii (1-2) u Beicokuit (>3 Oannon). [locneayromiee npuMeHeHue

HMHIACKCA KOMOp6I/IILHOCTI/I ITO3BOJIAICT CTpaTI/I(i)I/I]_II/IpOBaTB MMaguCHTOB M3 TPYIIIIbI HHU3KOTO H



POMEKYTOUHOTO PUCKa (HO HE BBICOKOTO M OUY€Hb BBICOKOT'0) Ha TPYMIIbI C pa3HON BBDKMBAEMOCTHIO.
[Ipy mpoumx paBHBIX yCIOBUSAX BbICOKOE 3HaueHHe uHAekca MDS-CI kak yBenuuuBaeT puUCK CMEpTH
OT NpUYUH, HE cBs3aHHbIX C¢ TpaHchopmaumeir B OJI (HR 2,46; p <0,001), Tak U y™MeHbIIaeT
nokazarenu OB B nenom (HR 2,09; p <0,001).

Ipuaoxkenue I'3. lllkana kKoMOPOMAHOCTH AJIsl MAIIMEHTOB, KOTOPbIM
IVIAHUPYETCH TPAHCIVIAHTALMA TeMOMOITHYECKUX CTBOJIOBBIX KJIECTOK

VY mnanMeHToB, KOTOPBIM IUIAHUPYETCSl TPAHCIUIAHTALMSI TE€MOIOATHUYECKUX CTBOJIOBBIX KJIETOK,
HEOOXOIMMO OLIEHHBAaTh KOMOPOUIHOCTH marueHTa mno uHaekcy komopOumnoctu TI'CK (HCT-CI)
[105].

OpurunansHoe Ha3zBanue: Hematopoietic cell transplantation comorbidity index
Tun: mkana OLeHKH

Ha3nauenue: knmuHudeckas oneHka KOMOPOUIHOCTH

ConepxaHue 1 UHTEpIIpETALU:

Ikana KOMOpﬁH}]HOCTI/I AJIA NanueHTOB, KOTOPBIM IVNIAHUPYETCA  TPaHCILIaAHTAIUA

reMono3TuYeckux cTBojioBbIX KJaeTok (HSC-CI) [105]

KoMmop6uaHocTb Bannbi
MaTonorusa cepaeyHo-coCcyanucCToi CUCTEMBbI
MepuaTtenbHas apuTMUs UK TpeneTaHue, CUHAPOM CnaboCcTu CMHYCOBOTIO y3/1a UK XeNyA04YKOoBble apuTMmm
NBC, 3acTonHas cepaeyHas HeAOCTaTOMHOCTb, MHMapKT MMokapaa wim ®B <50%: 1
Mopoku cepala 3a UCKIKOYEHMEM Mposianca MUTPaNbHOro KianaHa
1
3
MaTonorua AbixaTeNbHOW CUCTEMbDI
O6bem (HOPCHPOBAHHOTO BbIAOXA 3@ MEPBYI CeKyHAY <65% wiu ofpllKka B MOKOE MAM MnoTpebHOCTL B
KWCNOPOAHOWN noaaepxke . .
06beM dOopcMpoBaHHOIO BblAOXa 3a MNepByk cekyHAy 66-80% wnm ogblika npu Hebonblon duU3nyeckomn
Harpyske
MaTonornsa XKT
XpOoHWYeCKNin renaTuT, NoBblweHne 6unmupybuHa ao 1,5 Hopm wnu ANT/ACT o 2,5 Hopm
Lnppo3 neueHn, 6unmpybun >1,5 Hopm unu ANT/ACT >2,5 HOpM 1
BonesHb KpoHa nnun S3BeHHbIN KOAUT 3
A3Bbl XXKT, Tpebyowmne neyeHus 1
2
MaTonorusa Mo4yeBbIAENIUTENIbHOW CUCTEMDI
KpeatnHuH 6onee 200 MKMONb/N, AMann3 AN NOYEYHbI TpaHCNaaHTaT 2
MaTonorua sHAOKPUHHOW CUCTEMbDI
CaxapHblii anabeT, TpebyoWwmnin 1e4YeHns MHCYIMHOM WY NepopasibHbIMK NpenapaTamMu
WUMT 6onee 35 kr/m?2 1
1
MaTonorus coeAMHUTEsIbHON TKaHU
CucrteMHas KpacHasa BOSlYaHKa, peBMaTOUAHbINA apTpUT, MNOIMMUO3UT, 60NE3HN COEANHUTENBbHON TKaHu 2
HeBposiormueckuii U NCUXUYECKUI cTaTycC
TpaH3MTOpHas uweMmnyeckas ataka unm uepebpoBackynsipHble "cobbiTnsa" 1
Oenpeccusa nnm Tpesora, Tpebylowme NCMXmMaTpnyeckon KOHCyAbTaumn nnn nevyeHns
1



NH@EeKUNOHHbIE OCJIOXHEHUSA
NHbekuun, Tpebytolime NpoLo/KeHUs Tepanum nocne aHst 0

Onyxonesble 3a6oneBaHns B aHaMHe3e
Tepanusi COMAHBIX OMyX0siei B aHaMHe3e, 32 UCKJTIOYEHMEM HE MENTaHOMbI KOXM




