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AUYH — alGconoTHOE YUCII0 HEUTPOPUIOB
AUYTB — akTUBUPOBAHHOE YaCTHUYHOE TPOMOOIIIIACTUHOBOE BPEMsI
BJIPC — 6era-nakraMasbl paCIIMPEHHOTO CIIEKTPa
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OJI — ocTpbIi €iKO03
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[P — nonumepa3Has nenHas peakius

CPB — C-peaxTuBHBIH 010K

T3 — TpuOATHPOHUH

T4cB — TUPOKCHH CBOOOTHBIN

TKM — TpancmianTanus KOCTHOrO MO3ra

TTI' — TMpEeOTPOIHBIN TOPMOH

Y/I — ypoBeHb JOCTOBEPHOCTH JOKA3aTEIbCTB

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHNE

YVYP — ypoBeHb yOETUTETHHOCTH PEKOMEH TAITHI

XT — xumuorepanus

XMMUJI-xpoHHYECKNA MUETOMOHOIIMTAPHBIN JIENKO3
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OI1O — 3pUTPONOITUH CHIBOPOTKHU

SIICIT — spurponossctumynupytonme npenapatsl (ATX:B03X - npyrue aHTHaHeMUYecKue
mpenaparsl: snosmun anbda**, snoomun bema™*, dapbonosmun anvpa**)

OCKJK - sputpouuTcoaepxaire KOMIOHEHThI JOHOPCKOW KPOBU

Ox0KI" — axoxapauorpadus

EBMT — EBporeiickoe 00111€CTBO MO TPAHCIUIAHTALMU KPOBU M KOCTHOT'O MO3Ta

FISH — ¢uroopectienTHas in situ THOpuAA3AIIS

Hb — remorno6un

IBMTR — Mexnynapoanas 6a3a JaHHBIX PETHCTPOB 0 TPAHCIUIAHTALUK KOCTHOT'O MO3Ta
IPSS — uHTEepHAIIMOHANTBHAS TPOTHOCTHYECKAS IIIKaJIa

IPSS-R — nepecmoTpenHast ”HTEepHAIIMOHAIBHAS IPOrHOCTHYECKAs IKaa

MDS-CI — cniennduvHbINi HHIEKC KOMOPOUIHOCTH

NCCN — HanmonanbHas 00OIIeCTBEHHAs IPOTHBOPAKOBAS CETh

WPSS — npornoctudeckas mkaia, ocHoBanHas Ha BO3 kinaccudukammm

** — )KM3HEHHO HEO0OXOMMbIE M BaKHEHIIIHE JIEeKaPCTBEHHbIE MTPETapaThl

# — npenapaT, IPUMEHSIOIINNCS HE B COOTBETCTBUU C IOKA3aHUAMU K IPUMEHEHUIO U

MMPOTUBOIIOKA3aHUSAMU, criocobamMu OPpUMCHCHUSA U N103aMU, COACPIKAINUMUCA B HHCTPYKIIHUHU 110

MIPUMEHEHHUIO JICKApCTBEHHOTO Tipernapara (odd-eitodmn)

TepMuHBI M onIpee/IeHUA

AHeMHYecKHUil CHHIPOM — aHEMHUYECKHE KalloObI (C1a00CTh, TOJIOBOKPYKEHHE, OJIBIIIKA
npu (HU3MYECKOM Harpys3ke, cepaneOneHrne) MOTYT OBITh pPa3HOW CTENEHU BBIPAKCHHOCTH W
Bcrpeuarorces B 80—-90% ciyuaes M/IC.

B-cumnTomMbl — cHUXKEHHE Macchl Tela, cy0(heOpuInTeT B BeuepHee BpeMsl, OTINBOCTh

I'eMopparnveckuii CMHAPOM — KJIMHUYECKH 3HAUMMasi TPOMOOLIMTOIIEHUS B aHAIM3ax
KpoBu oTmeueHa B 25-70% cirydaeB, remMopparudyeckue MposiBICHHUS B J1e0r0Te 3a0oJieBaHUs
orMeueHbl B 15-30% (merexuanbHble BBICHIIAHUS Ha KOXKE U CIU3UCTBIX, HOCOBBIE, IECHEBBIE,
MaTOYHbIE, TMOYEYHBIC U IKENyTOYHO-KUIICUYHbIE KPOBOTEUYCHHS, KPOBOUZIHMSIHUS B CKICPHI H
TOJIOBHOM MO3T') M OTPa)KalOT HE TOJBKO CTETIEHb TPOMOOIIUTONIEHHH, HO U TPOMOOIIUTONATHH.

Jucniazust (ot rped. ovs dys — Hapymenue u mAGO® plaseo — oOpasyw) —
MOpP(OJIOTHYECKUE OTKJIOHEHUS OT HOPMAJIbHOTO Pa3BUTHS, BBIABISEMBbIE Ha BCEX YPOBHSAX OT
KJIETKH JI0 TKaHEH, OpraHoB M OTJCNbHBIX YacTei Tena. [log mucmmenono’3om moapasyMeBaroT
JAr00ble  KOJMYECTBEHHbIE M  KAaYeCTBEHHBIE HApPYIICHHS, KOTOpble OMNpeAeNsioTcs B
TeMOTIOATHYECKHX KJIETKaX M KPOBETBOPHOM TKaHHU KOCTHOTO Mo3ra. [Ipu nuddepenunpoBannom

moaACYCTC MHUCIOKAPHUOLMTOB B MHUCIIOIPpAMMC H606XO,I[I/IMO HCCIICAOBATh HEC MCHECC 500
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APOCOIEPIKAIINX KIETOK KOCTHOTO MO3ra, IIPU MOJcYeTe JIEHKOLUTOB B Iepupeprudeckoil KpoBH
— He MeHee 200. JIMarHOCTMYECKM 3HAUYMMOM AMCIUIA3UEN CUMTAETCA CHUTyalus, KOTrJaa IO
KJIETOK ¢ Ipu3HaKamu auciuiasuu npesbimaer 10% ot 100 moacyMTaHHBIX SPUTPOKAPUOLIUTOB,
100 rpanynounToB u He MeHee 30 MErakapuoOLUTOB.

NmmynocynpeccuBHasa Ttepanusi (MUCT) — xomiuiekc JieueOHBIX MEPOIPUSTHH,
MIPOBOJIMMBIX TOATAIHO B Te€YEHHE rofa M Oojee, BKIovaromuil #uukimocrnopun™* (LICA),
UMMYHOIJIOOYIMH aHTUTUMOLMTApHBIA™** (ATI) m nppyrue meroast WUCT, no3Bonsromuii
JOOUTHCS MAaKCUMAJIBHO TOJIOKUTENBHOTO 3((ekTa u JUINTeNbHONW BBKMBAEMOCTH MAllUEHTOB C
MJIC 6e3 u runomiazueil KpOBETBOPEHHUS.

Nudpexunonnble 0CI0KHEHUS] — YBEIMYEHHE YacTOThl MH()EKLMOHHBIX OCJIOKHEHHUH
(10-40%) obyciioBieHo HEWTpOINeHUEH U MUC(YHKIUCH TPAHYJIOIHUTOB, KOTOpas MPOSBIISIETCS
HapyleHueM (arouuTapHOW aare3uu, xeMorakcucoM. HaunOonee yacTbiMU M3 MH(EKIMOHHBIX
MIPOSIBJICHUI SIBIISIIOTCS OAaKTepUaAJIbHBIE MTHEBMOHUHU, aOCLIECCHl KOKU U ONIOPTYHUCTHYECKUE
nH(pEKIUH, BKIIIOYasi BUPYCHBbIE, THEBMOLIMCTHBIE, MUKOOAKTEpHAIbHBIE.

KocTHOMO3roBasi peMuccHsi — CHIDKEHUE OJIACTHBIX KJIETOK B KOCTHOM Mo3re MeHee 5%,
1 3TO CHIKeHue Oosiee yeM Ha 50% OT UCXOIHBIX 3HAaYSHH, TPHU ATOM B niepudeprueckoil KpoBu
HET MOJHOTO BOCCTAHOBJIEHUS MOKa3aTeeil reMOrpaMMmBl.

Muenomucniiactuueckuid cuaapom (MIC) — rereporeHHas rpynmna KIOHAJIbHBIX
3200J€BaHUN CUCTEMBl KpPOBH, BO3HHUKAIOIIMX BCJIEACTBHE KIOHAJIBHBIX HM3MEHEHUH B
TreMOIIO3TUYECKOM CTBOJIOBOM KJIETKHM M XapaKTEPHU3YIOMIMXCS IUTONEHUEH, KaK pe3ysbTar
He’(PPEKTUBHOTO TEMOI1033a, IPU3HAKAMHU JJUCMHUEIION033a U BEICOKUM PUCKOM TpaHChOopMaluu
B ocTpbii Jeitko3 (OJI).

MIC c¢ auHeiiHo#l (oaHOoUHeHHON) aucniaasueid —Bapuant MJIC, mis xotoporo
XapakTepHa OJHO-IBYX POCTKOBas LIUTONEHMS, 0€3 yBEIMYEHHs IpOLEHTa OJacTHBIX KIIETOK B
nepudepuyeckoid kpoBu (<1%) u koctHOM Mo3re (<5%), ©e3 yBENWYEHHS KOJIbIIEBBIX
cuiepo0IacToB U abCOIIOTHOIO MOHOIMTO3a B Nepudepudeckoil KpoBH, MPU 3TOM JAUCILIA3US
6osiee yem B 10% KJ1€TOK BBISIBIIsIETCSI TOJIBKO B 1 pocTke KpoBeTBopeHus. Hanbomnee yacto y aTux
MAlMEHTOB BEYIIUM CUMIITOMOM SIBJISIETCS aHEMMS.

MIC c¢ koabueBbiMu cuaepodaacramu (KC) wm uHeitHO# (0AHOJMHEIHOM)
aucmiasueir — Bapuant MJIC, nns KOTOpOro XapakTepHa aHEMus, dYalle HOPMO- WJIH
MaKpOLMTAPHOIO XapakTepa; AMAarHOCTMUYECKH 3HAYUMBIM SBISIETCS OOHApy>KEHHE KOJIbLIEBBIX
cuzepo0IacToB B KOCTHOM Mo3re B 15% wm Oonee OT KIETOK SPUTPOUAHOTO POCTKA, BHE
3aBHCUMOCTH OT Hanuuus MyTtauuu reHa SF3B1, a npu ee HaIM4YMK JMarHOCTUYECKU 3HAYMMbIM
aBisieTcs obHapyxeHue 5% u Gojee KONbLEBBIX CHUAECPOOIACTOB; O€3 yBENUYEHHUS MPOICHTA

OJacCTHBIX KJIIETOK B nepudepuueckoit kpoBu (<1%) u koctHOM Mo3re (<5%), 06e3 abcoytoTHOTrO
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MOHOIIMTO3a B Nepudeprueckoil KpoBH, MIPU ITOM JUCILIA3UA BBIABISECTCA B KJIETKAaX KPAaCHOTO
psina 6onee ueM B 10%, B rpaHyJIOLIUTAPHOM U METakapHOLUTApHOM pocTKax — MeHee ueM B 10%.

MIAC ¢ KC u myabTujauHeiiHoW aucniasumeii — Bapuant MJIC, mns koToporo
XapakTepHa LUTONEHHs JH000i CTENeHN BBIPAXEHHOCTH; AUArHOCTUYECKU 3HAYUMBIM SIBIISIETCS
oOHapyKeHHE KOJBLEBBIX CUIEPO0IACTOB B KOCTHOM Mo3re B 15% u Gosee oT KJIETOK KpacHOTO
psina, BHE 3aBUCHUMOCTH OT Hannuus myTtanuu rena SF3B1, a npu ee Hanmuuuu 1MarHoCTUYECKU
3HAYUMBIM SIBJISIETCA OOHapy:KeHHE Su 0oJiee KOJIBLIEBBIX CHIIEpO0JIacTOB; 0€3 yBEIMYEHUS
MpoIeHTa OJacTHBIX KJIETOK B mepudepudeckoil kpoBu (<1%) u xoctHOM Mo3sre (<5%), Ge3
aOCOJIIOTHOTO MOHOIIMTO32 B TEpU(PEPUIECKON KPOBH, MPU ITOM JIUCIUIA3US BBISBIISCTCS B
KJIETKAaxX 3PUTPOUIHOIO, TPAHYJIOLUTAPHOTO M/UIM METrakapUOLMTapHOIO POCTKOB OoJsiee ueM B
10%.

MIC ¢ myabTHIMHEHO (MHOKeCTBeHHO#) auciuiasued — Bapuant MJIC, mis
KOTOPOT'O XapakTepHa IMTONEHHUs JF000i CTEeNEeHH BBIPAXKEHHOCTH, 0€3 YBEIMYEHHUsS MPOIEHTA
ONacTHBIX KJIETOK B mepudepuueckoit kpoBu (<1%) u koctHOM Mo3re (<5%), 6e3 abCoIOTHOrO
MOHOIINTO32 B Nepudepuyeckoil KpoBH, MPU 3TOM JUCIIIa3us BbIABiIseTcs Oonee yeM B 10%
KJIETOK JIByX U 00Jie€ pOCTKOB KPOBETBOPEHHS.

MJC ¢ u3dbiTROM 0s1acToB-1 — Bapuant MJIC, u1s1 KOTOpPOro XapakTepHa LIUTONEHUS
0001 CTENEeHH BBRIPAKEHHOCTH 0€3 abCONFOTHOTO MOHOIIMTO3a, TIPH ATOM OJ1acThl 0€3 MmajloueK
Ayspa B nepudeprueckoil KpOBH COCTaBIAIOT MeHee 5%, a B KOCTHOM Mo3re — oT 5,0 10 9,9%,
MPOIICHT KOJBIEBBIX CHACPOOIACTOB MOXKET OBITH JIFOOOW, BHE 3aBUCUMOCTH OT MYTAIlMHM T€HA
SF3B1, Tak ke, Kak 1 KOJIMYECTBO KIETOK C IUCIUIA3UEH.

MAC ¢ u36bITKOM Os1acToB-2 — BapuanT MJIC, Uit KOTOPOTO XapaKTepHa ITUTOTICHUS
11000i1 cTeneHu BhIPa)KEHHOCTH 0e3 aOCOIIOTHOIO MOHOIIMTO3a, IIPU 3TOM OJIACTHI, BO3MOXKHO C
najgoykamu Ayspa, B nepuQepruyeckoil KpoBU cOCTaBIAOT OT 5 110 19,9%, B KOCTHOM MO3T€ — OT
10 10 19,9%, NpoLEHT KOJIBLEBBIX CUIEPOOIACTOB MOKET OBITh JIH000H, TaK K€, KaK U KOJIMYECTBO
KJIeTOK ¢ nucriazueit. B cioyuae, xorna nmpu M/IC ¢ n30eiTkom 01acToB-1 B O6JaCTHBIX KIIETKaxX
BBISBIIAIOT Najlouku Ayspa, Bepupuuupyrot auarao3 MJIC ¢ u3beitkom Gnactos-2.

M/C ¢ uzosmpoBannoii genenueii (5q) (MJIC-50-) — Bapuant MJIC, a1st KOTOpOro
XapakTepHa aHeMUsl, Yallle MaKpOLUTAPHOI'0 XapaKTepa, BO3MOXKHO B COUETAaHUU C HOPMAJIbHBIM
VI TIOBBIIIEHHBIM KOJIMYECTBOM TPOMOOLMTOB, 0€3 yBEIHMUSHHS MPOIEHTA OJIACTHBIX KIIETOK B
nepudepuyeckoir kpoBu (<1%) u xoctHOM Mo3re (<5%), aOGCOIIOTHOTO MOHOIIMTO3a B
nepudepuyeckoil KpOBH, MPHU ITOM JUCIUIA3HS BBISIBIISIETCS B KJIETKAX dPUTPOUIHOTO POCTKA H
MErakapuoluTax, IpHU IUTOI€HETHYECKOM MCCIEJOBAHUU KOCTHOIO MO3ra OINpeensercs
M30JIMPOBaHHAs JIeNelHs JIMHHOTO Tuieda xpomocoMbl 5 (del(5Q)), mim B couetanuu ¢ apyrou

aHOMAaJIMEH, KpoMe abeppaluii XpoOMOCOMBI 7.



MIC nexknaccupuuupyemsoiii (MIAC-H):

1) Bapuant MJIC, ¢ kputepusmu MJIC-J1/1, MJIC-KC-JI]], MJIC-KC-MI, MJIC-M1 u
MJC-50-, HO ¢ KOJIMYECTBOM OJIACTHBIX KJIETOK B nepudepudeckoit kpou =1%, npu
IBYX U 00Jiee U3MEPEHUSIX;

2) Bapuantel MJC-JII, MIAC-KC-JII u MJC-50-, npu KOTOPBIX BBISBJISFOTCS
KJIMHUYECKH 3HAUYUMas TaHIIUTONIEHUS,

3) Bapumant MJIC, mpu KOTOPOM BBISBIISICTCS KIMHHYCCKH 3HAYMMAs I[UTOICHUS C
onactemueit <2%, U OMacTHBIMU KJeTKaMu <5% B KOCTHOM MO3Te€, HO JUCILIa3Hs
BBIsABIISIETCST MeHee ueM B 10% KJIETOK JI000r0 pocTKa KPOBETBOPEHHUSI, MPU STOM
00HaPYKUBAIOTCS IIUTOTEHETUYECKUE aHOMAINH, TaTorHoMoHuyHbIe st M/JIC.

MJIC Hu3K0r0 prcka — rpymnia naideHToB, y KOTOPBIX MPHU MOACUETE TPOTHOCTUYECKUX
WHJICKCOB OMpeJiesieHa TPyIa 0YeHb HU3KOT0, HU3KOTO U MPOMEKYTOYHOTO (CYMMApHBIH Oa
<3,5) pucka o mkaie IPSS-R.

MIAC BbICOKOro0 pucka — TIpynna HAlUeHTOB, Y KOTOPBIX TMpU MOJACYETE
MPOTHOCTHYECKUX MHICKCOB OMpECICHa Ipyla MPOMEXyTOYHOro (cymMmapHbIi O6amn > 3,5),
BBICOKOTO U OY€Hb BBICOKOT'O prcKa 1o mmkaie [PSS-R.

MJ/JC/MIIH - wuenoaucIuiacTideckoe/MuesonponudepatuBHoe HOBOOOpa3oBaHUe-
rpynna KJIOHAIbHBIX 3a00JIeBaHUM CUCTEMbl KPOBETBOPEHMS, HMEIOLIUX TPU3HAKU U
MUENOJNCIUIACTHYECKOe CHUHApoMa  (Hanmuuue pAuciiazud Oonee, yem B 10% kietok
TPaHYJOIUTAPHOTO, W/WIU DPUTPOUJHOTO W/WIM  METaKapUOIMTApPHOTO POCTKOB) U
MUEIONPOIU(PEPATUBHOIO HOBOOOpa3oBaHUs (JICHKOIUTO3, TPOMOOIMTO3), MPH OTCYTCTBUH
naHubix 32 ber-abll mosutuBHBT XMJI, HCTHHHYO MOUIUTEMHIO, IEPBUYHBIN MHET0(HUOPO3,
ACCEHINATLHYIO TPOMOOIIMTEMHUIO, B OTCYTCcTBUU MyTaruil B renax PDGFRa, PDGFRf, FGFR1,
PCM-JAK, mpu OTCYTCTBMM B aHAMHE3€¢ ITMTOTOKCHYECKOW TEepamuu IO TIOBOIY JIPYTroro
3a00NeBaHusl M TPUMEHEHUS KOJIOHHeCTUMYIUpyromux ¢aktopoB. [Ipu mrobom Bapuante
MJIC/MITH Mo3keT OBITh CIIJIEHOMET ISl HJIH TeMaTOCTUICHOMETaTHS.

XMMJI- XpoHHYECKHUN MHUEIOMOHOIUTApHbIN Jelko3, Bapuant MJIC/MIIH, s
KOTOpPOrO B KPOBHM XapaKTEpHO IEpPCHCTUpYIOIlee yBenuueHue kosnuuectBa or 10% u Oonee
MOHOIIMTOB, B a0COIIOTHBIX 3HadeHHAX Oosee 1x10°%1n, Hanuume nucmasuu Gonee, yeM B 10%
KIeTok B |1 m Ooyiee POCTKOB KPOBETBOPEHUS, NMPH KOJUYECTBE OJIACTHBIX KJICTOK M HX
SKkBUBaIEHTOB MeHee 20%, mnpu HMMMYyHO(DEHOTHMNHPOBAHUHM KOJWYECTBO KIIACCHUYECKHUX
MOHOIIUTOB cocTaBisieT oT 94% u Gonee. B orcyrcTBum nucruiaszum 6onee, yem B 10% KiieTok:
MIPU HAJIMYUU [IUTOTC€HETUYECKUX M MOJIEKYJISIPHO-TEHETHYECKHX aHOMAJHIX, XapaKTePHbIX IS
MUEJIOUIHBIX HOBOOOPa30BaHUI; €CITH MOHOIIMTO3 IEPCUCTUPYET B TEUCHHUE 3 MECSIIEB U OoJiee B

OTCYTCTBHH JIAaHHBIX 32 MHGEKINOHHBIA U ayTOUMMYHHBIN ITpOILIECC.
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XMMUJI-0 — Bapuant XMMUJI, ¢ konuuecTBOM OJIaCTHBIX KJIETOK B aHainu3e KpoBu 10 1 %
WM KOCTHOM Mo3re 10 5%, OnacTHbIe KIeTKH 0e3 majodyek Ayapa;

XMMIJI-1 — Bapuant XMMJI, ¢ konn4decTBOM OJaCTHBIX KJIETOK B aHAJIU3€ KPOBH OT 2 J10
4% uIM KOCTHOM Mo3re OT 5 110 9%, 6racTHble KIeTKH 0e3 majoyek Ayapa;

XMMUJI-2 — Bapuaatr XMMJI, ¢ komdecTBOM OJACTHBIX KJIIETOK B aHAJIN3€ KPOBH OT S5 110
19% nnu koctHOM Mo3re oT 10 10 19% u/nnu nanouku Ayspa npu Jiro00M KOJIMUYECTBE OJIaCTHBIX
KJIETOK.

aXMJI- aTunuuHbIi XPOHWYECKHH Muemoneiiko3, ber-abll-neratuBHbld - BapHaHT
MIAC/MIIH, amsi KOTOpPOrO XapaKTepHO B KPOBU IIOBBIIICHHE KOJHYECTBA JICHKOIUTOB OT
13x10%1 w  Bblme, yBelIWYEHHE  KOJIMYECTBA MoJIOABIX  (opM  HeUTpohUIOB
(TIPOMUETTOIUTHI+MHUETOUTHI+MeTaMUuenouThl) oT 10% u Gonee, 6a3odunsr <2%, MOHOIUTHI
<10%, npu konuyecTBe OIACTHBIX KJIeTOK MeHee 20%, B KOCTHOM MO3re€ KOJMYECTBO OIaCTHBIX
kinerok MmeHee 20%, mnponmdepanus TPaHYJIOLMTAPHOTO POCTKA, HATUYME TPHU3HAKOB
nucMuenomnossa 6omee, ueM B 10% kiietok B 1 u 6ojee pocTKOB KPOBETBOPEHUSI.

MJIC/MITH-KC-T-muenonucriacTuaeckoe/MuenonpoudepaTiBHOE HOBOOOpa3oBaHUE
C KOJBIIEBBIMH cujepoOmactamMu u TpomoOomuTo3oMm, Bapuant MJIC/MIIH, ans koToporo
XapaKTEPHbI B aHAIM3€ KPOBU aHEMHMs, TpoMbouuTo3 ot 450x10%/1 u Bbiue, 6aactemust 10 1%, B
KOCTHOM MO3I'€ BBIBICHHE KOJIBLIEBBIX culepo0nactoB oT 15% u Bbllle, KOJIMYECTBO OJIaCTHBIX
KIeToK 110 5%, Hamuuue naucruiazud B 1 u Ooyiee POCTKOB KPOBETBOPEHMSI M HalU4Me
MOp(}oIOruuecKux MpU3HAKOB, XapaKTEPHBIX AJIi MUEIONPOIU(EpaTUBHBIX HOBOOOpa30BaHMUIA,
HE JOJDKHO OBITh B aHaMHE3€ JPyruxX MUesonpoiaudepaTuBHbIX HoBooOpazoBanuii, MJIC, kpome
MJIC-KC, Bo3amoskHO Haanuue myTtaruu B reie SF3B1, Jak2, CALR, MPL,B 0TCyTCTBHH JIC/CITHH
JUIMHHOTO IUIeYa XpPOMOCOMBI 5, TPAHCIOKALMHU U I€JIELIUH JUIMHHOTO IIe4a XpPOMOCOMBI 3.

MAC/MITH HeKJaccupuuupyemoe — MHEJIOIUCIUIACTUYECKOE
/muenonpoaudepaTUBHOE HOBOOOpa30BaHHE HEKIACCUPUIIMPYEMOe, Il KOTOPOTO XapaKTepHO
HaJIMuuMe  KIMHUYeCKUX U Mopgonornueckux npusHakoB MJIC u MIIH, =Ho
HeknaccuguIupyembix HU B oaHoM u3 BapuantoB MJIC, MITH u MJIC/MIIH: GnacTHbie KIETKU
MeHee 20% B KpOBU U KOCTHOM MO3Te, HATMYKME KIIMHUYECKUX H MOP(OIOTUYECKUX TPU3HAKOM
MHUENOUCIIA3UU, B COYETAHMHM C KIMHUYECKUMH U  MOP(OIOTHYECKMMU HPU3HAKAMU
MUENONpPOIn(EPaTHBHOIO mporecca (neiikonuTos >13x10%1 u TpomGonutos >450x10%).

HeiiTpoduibHblii oTBeT — yBennyeHue 4ucia HelTpoduioB 6onee uem Ha 100% oT
HCXOJIHBIX 3HAaYCHMI.

Heynauya nedeHus: — JeTaabHBIN UCXO WM ITpOrpeccus 3a00sieBaHus Ha (POHE TepaIHH.

Oomas BeikuBaeMocTsb (OB) — 115 onenku OB aHanu3upyroT BpeMEHHbIE TapaMeTpbl

BCEX MAIIMCHTOB, BKIIIOUCHHBIX B HCCIICAOBAHHUC. Touxoi oTcyeTa SIBIISICTCS JCHb HaydaJia T€parnu
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Wi AeHb Bepudukanuu auarsosa. CoObITHEM CUMTAETCs TOJIbKO CMEPTh MallMeHTa OT JIF000i
NPUYUHBI (PaHHSAS JETalIbHOCTh, CMEPTh B MEPUOJ PEMHUCCHUU OT JII0OOOW MPUYMHBI, CMEPTH B
TIEPUOJI PEIUINBA).

Octpsliii Jeiiko3 (OJI) — rereporeHHas rpymnna KJIOHAJIbHBIX 3a00J€BaHUN CHCTEMBbI
KpPOBH, BO3HHUKAIOLIUX BCIEACTBHE MyTallMu remomnostudeckoi ctBosioBoil kietku (I'CK) u
NPUBOSIIUX K YBEJIWYEHUIO OJacTHRIX KieTok Oonee 20% B KOCTHOM MO3re HW/WIH
nepudepuyeckoit kpou. [1o HanpaBiaeHnHocTH O61acTHEIX KieTok OJI paznensioT Ha:

Octpbiii MuenonaHblii Jeiiko3 (OMJI) — muenouaHas HampaBIEHHOCTb OIACTHBIX
KIIETOK.

Octpbiii 1umodaacTuelii Jeiiko3 (OJLJI) — numdonaHas HanpaBlIeHHOCTh OJIACTHBIX
KIIETOK.

IMoanasi pemuccusi (ITP) — cocTositHue KPOBETBOPHOH TKaHU, MPU KOTOPOM TeMOTJIOONH
>110,0 r/m, nedtpopmmsr >1,0x10%n, GmacTHBIE KIETKM OTCYTCTBYIOT, TPOMOOLUTHI
>100,0x10%1, GacTHBIE KIETKH B KOCTHOM MO3re <5%, BO3MOYHA IEPCUCTUPYIOLIAst UCILIA3HS.

Hommxumuorepanus (IIXT) — Haubosee onpaBraHHOE COUETaHUE MPOTHUBOOITYXO0JIEBBIX
(muTOCTaTHYECKUX) MPENapaToB, KOTOPOE MO3BOJSET TOOMTHCS MAKCHMAILHO MOJIOKHUTEIBHOTO
a¢dekra, B vactHoctu [1P, mpu oHKOreMaTOIOTHYECKUX 3a00JIEBAHUSX.

IIporpeccus 3adoJieBaHusl — YBETUUECHHUE KOJIMYECTBA OJACTHBIX KJIETOK Oojee, yeM Ha
50% u nepexox u3 nepsoHavansHoro Bapuanta MJIC B 6onee npoasunytsiii (MJIC-JI1 B M/IC-
M, MIC-MJ 8 MJIC-UB-1, MJIC-Ub-1 8 MJIC-Ub-2) (xapakrtepuctuka BapuantoB MJIC
npenacrasieHa B pasgene 1.5. «Knmaccudukanus 3a0oneBaHHs WIM COCTOSHUS (TPYIIIBI
3a00JIeBaHUN WJIM COCTOSHUMN)», B Ta0a. 1), mpu 3TOM B aHanM3aX KPOBU MOXKET OTMEUAThCS
CHIDKEHUE ToKa3atesnel Ha 50% oT MakcUMallbHBIX 3HaYeHu i, cHmkenue Hb 6onee uem Ha 20 1/,
MOSIBJIEHHE TpaHCPY3HMOHHOM 3aBUCHUMOCTHU. [Ipu cTaOMIBHBIX MOKa3aTensx OJacTHBIX KIIETOK
ycyry0saeHue IUTONEeHNH, 03 HAINYMsL APYTUX IPUYUH, TAKXKE SBJISAETCS IPU3HAKOM IIPOrPECCHH
3a00JieBaHusl.

Peuuaus nocue [P — yBenuyenue koanuecTBa 01acTHBIX KIIETOK >5%; cHmxenue Ha 50%
1 OoJee uncia TPOMOOIIMTOB U HEUTPO(DUIOB OT MAaKCUMAITLHBIX 3HAUEHUH BO BPEMsI pEMHUCCHH;
CHIDKCHHE TOKa3aTeneld remoryoOnHa Ha 15 1/1 u Oomnee, mMosiBIEHHE TpaHC(Y3MOHHOMN
3aBUCHUMOCTH OT 3PUTPOLUTCOIEPKAIINX KOMIIOHEHTOB.

Cnienomerasust — mpu MJIC cene3enka MOXeET ObITh YBEIHMYCHA HE3HAYUTENBHO, Ha 1-2
cm, ipu MJIC/MITH pa3mMepsl celle3eHKH MOTYT ObITh 3HAYUTEIbHBIMH.

Crabduam3anusi — OTCYTCTBHE YacTHYHOM peMHCCHMM, HO HET [MPHU3HAKOB

IIPOrpecCUpOBaHUs B TeUeHUE Oonee § Helenb.
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Tpanchopmanusi/nporpeccusi — B OMJI koHCTaTUpYETCS IpU 0OHAPYKECHUU B ITYHKTATE
koctHOro Mo3ra (KM) niu nepudepuueckoit kpoBu 6onee 20% O61aCTHBIX KIETOK.

TpaHcnaHTaALMA KOCTHOTO M0O3Ta — [10/1 3TUM TEPMUHOM 00bEIMHEHbI TPAHCIUIAHTALUS
IeMOMOATHYECKHX CTBOJIOBBIX KJIETOK KpPOBH, KOCTHOI'O MO3ra M IYMOBHHHOM (IUIalleHTapHOM)
KpOBH.

KonueHntpat TpoM0OIHMTOB — KOMIOHEHT JOHOPCKOM KPOBH, COZIEp KAl TPOMOOIIUTHI.

TpomOouHMTAPHBLII OTBET — yBeIMYeHUE ducia Tpombouutos >30x10%n, cHukeHme
3aBHCHUMOCTH OT FeMOTpaHC(y3HUil KOHIIEHTpaTa TPOMOOIUTOB.

HuTorenernyeckasi peMHcCHsi — ITO IOJIHAS KJIMHUKO-TEMAaTOJIOTUYECKAsi PEMUCCHUS,
IpU 3TOM LHUTOI€HETUYECKUMHU METOJAaMU HE BBISBIIIOTCS HCXOAHBbIE aHOMAJIMU KapUOTHIIA;
KapHOTHUIl JIOJKEH OBITh HOPMAJIbHBIM. YMEHBIIEHHE KOJIMYECTBA KIETOK C XPOMOCOMHBIMU
HapylIeHUAMH MUHUMYM Ha 50% olleHuBaeTca KaKk YaCTUYHBIA LIMTOT€HETUYECKUN OTBET.

Yacruunas pemuccusi (UYP) — te xe kpurepun, uro u s [1P, onnako GnacTHbIE KIETKH
B KOCTHOM MO3T'€ COCTaBIIAIOT Oonee 5%.

JPUTPOMIHBINA OTBET — MOBBIIIEHUE YPOBHS reMoriiodnHa Ha 15 /1 u Oornee, CHIKEHUE
3aBUCHMOCTH OT TeMOTpaHC(hy3uil SPUTPOLIUTCOAEPKAUTIMHI KOMIIOHEHTaAMH IOHOPCKOM KPOBH.

JpuTpouMTCOoAepkKAIHEe KOMIMOHEHTHI JoHOpcKoi KpoBu (DCKIK) — KOMIOHEHTHI
JIOHOPCKOM KPOBHU, COAEp KAIUe SPUTPOLUTHI (IPUTPOLIUTHASL Macca, SPUTPOLIMTHAS B3BECH U T.

).

1. Kparkas wunpopManusi mno 3a00jeBaHUI0 HMJIH COCTOSSHHUIO (Tpymnie

3200J1eBAaHUI1 UJIM COCTOSTHUI)

1.1. OnpeneaeHue 3200J1eBAHUSA WM COCTOAHUA (rpynnbl 3200JeBaHMIi  WIHN

COCTOSIHMIA)

MuenouciacTu4eckue CHHIPOMBI IPEACTABISAIOT COOOW TIeTepOreHHYIO TpYIILy

KJIOHAJIBHBIX 3a00JI€BAaHUNA CHUCTEMBI KpPOBH, XapaKTCPUIYIOHIUXCA HHTOHeHI/Ieﬁ, IMpU3HAKaMUn

JIMCMUEIION033a M BRICOKUM puckoM TpaHnchopmanuu B OMJI [1, 2].
Muenoauciiactuyeckoe/MuenonponrudepaTiBHOE HOBOOOpPA30BaHHE — TeTEPOreHHas

rpynmna 3a0oJeBaHUil CHCTEMbl KPOBH, XapaKTepHU3YyIOIIeecs OIHOBPEMEHHBIM HAIUYUEM

MIPU3HAKOB MHUEIOAMCIIACTUUECKOTO CHHIPOMAa U MUENIONPOIU(EpaTuBHOIO HOBOOOpa30BaHUS

[120].

1.2. DTHOJIOrHS ¥ _NATOreHe3 3200J1eBAHMS HJIH _COCTOSTHHS (rpynnbl_3a00J1eBaHUIi

MJIN COCTOSTHUN)
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B 80-90% cnyuaeB stuonorus MJIC u MJIC/MIIH neussectHa, B 10—15% pa3Buruto
3a00J1€BaHUs PEAIIECTBOBANIA IIUTOCTATHUECKAs M/UITH JTy4yeBasi Tepamusi, KOTopas IpOBOINIACH
[0  IOBOAY  CHCTEMHOIO  IOPaXEHUS  COCIAMHHUTEIBHOM  TKaHU  WIM  JIPYyroro
OHKOI'€MaTOJIOIMYECKOT0 WM OHKOJIoTHueckoro mpouecca. Cpenu (akTopoB, BO3JCHCTBHE
KOTOpBIX yBenuuuBaeT puck passutus MJIC u MJIC/MITH, MoXHO BBIIETUTH KypeHHE, KOHTAKT
¢ OEH3MHOM, MHCEKTHIIMIaMH, TIECTUIIIaMH, OPTaHUYECKUMHU BEILECTBAMHU.

N3zyuenne maroreneza MJIC u MJIC/MIIH Ha mpoTsKEHUN HECKOJIBKUX JIECSATKOB JIET
MO3BOJIMJIO BBIICNUTh HECKOJIBKO OCHOBOIIOJIATAIOLIMX ATANOB PAa3BUTUS 3TUX 3a00JEBaHMM.
BoszneiictBue nmoBpexaaromux (pakTopoB Ha IUIOPUIIOTEHTHBIE FE€MOIOATHUYECKUE CTBOJIOBBIE
xietku (I'CK) mpuBoaut k (GopMHUPOBaHMIO KIOHAJIBHOTO KPOBETBOPEHUS, BKJIKOYAIOLIETO BCE
KJIETOYHBIC JINHUH, PEaKTHBHOE U3MEHEHNE CTPOMATBLHOTO MUKPOOKPYKEHHS M TUM(PATHIECKOM
CHCTEMBI, YTO NPHUBOAUT K YBEIWYECHUIO MNPOIU(PEPATUBHOM AKTUBHOCTH M THOEIH KIIETOK
koctHoro mo3ra (KM). IMosiBiieHue HOBBIX MyTallMil CIIOCOOCTBYET AaNbHEHINCH KIOHAIBHOM
SBOJIIOLIMM YK€ HMMEIOLIEroCsl MAaTOJIOTHYECKOro KJIOHA, YTO CONPOBOXKIACTCA YMEHBIIECHUEM

3arporpaMMHUPOBAHHOMN KJIETOUHOM rudenu (amonTo3a) u Tpancdopmartueii B OJI [1, 2, 120].

1.3. DnuaeMuoJ0orus 3a00JeBAHMSA HMJIHM COCTOIHNMSA (rpynnbl 3200J1€BAHMIT HWJIH

COCTOSIHMA)

B EBpone u CIIA 3a6oneBaemocts MJIC B 001l MOMyJIsiiMK COCTABIISIET OKOJIO 4—5

ciydae Ha 100 toic. Hacenenus B roa. bonee 80% maunentoB MJIC — ato moau crapiue 60 ner.
[Tocne 60 net wactora yBenuuuaetcs 10 2050 ciayyaeB Ha 100 Thic. yenoBek B roja. B menom B
EBpomne exeronHo AMarHOCTUPYIOT NPUMEPHO 25 THIC. HOBBIX CIIy4aeB. Y UUThIBAsE HEYKIOHHOE
«cTapeHue» HaceneHus EBporibl, mosaraiot, uto yucio mamueHToB ¢ M/IC Oyner B Onrokaifime
JeCATUIICTHS Bo3pacTath [1-6].

Crartuctuuecknx JaHHBIX 0 3a0oneBaeMocTH u pacnpoctpanennoctd MJIC B Poccuu HeT.

3aboneBaeMoctb XMMIJI cocraBnsier 0,4 Ha 100 000 Hacenenus, ¢ yBenuueHuem Jio 3,8
gemoBek Ha 100 000 cpenm sroxeii crapme 80 jer. Myxuunabl 6oneror dame 0,5 ma 100 000
MY>KCKOT'0 HacesleHusl, yeM keHIuHbI -0,2 Ha 100 000 xeHckoro HaceneHusi. Meaunana Bo3pacra-
65-75 ner. 3abonmeBaemocth aXMJI cocraBmser 1-2 cmywas na 100 ciyuaes BCR-ABL
no3utuBHoro XMJI. Menuana Bo3pacra coctaBisieT 70-80 JeT, COOTHOIIEHHE MYXYUH U

xenmua-1:1. MIC/MITH-KC-T menuana Bo3pacra-74 roaa [120].

1.4. Oco0eHHOCTH KOAMPOBAHNA 32001eBAHNS UM COCTOAHUSA (TPyNnbI 32001eBaHUNI

HJIN  COCTOSIHMIT) mo MeXIVHAPOIHOH CTATHCTHYECKON KJaaccuduranuu 00Je3Hed u

npo0JIeM, CBS3aHHBIX CO 3IOPOBbLEM

Mueanogucniiactuueckue cunapomsi (D46)
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D46.0 PedpakrepHas anemust 6e3 cuaepo0IacToB, TaK 0003HAYCHHAS,

D46.1 PedpaxrepHas anemus ¢ cuaepoOi1actamu;

D46.2 Pedpaxrepras aHemust ¢ H30BITKOM OJ1aCTOB

D46.4 PedpaxrepHas aneMuss HEyTOUHEHHas!

D46.5 Pedpaxrepras aHeMust ¢ MyJIbTHIMHEHHOW JMCIUTa3HEH

D46.6 MuenoaucruiacTiaeckuii cuuapom ¢ usoiuposanHoi del (5¢) xpomocomHuoit
aHOMAaJINEH

D46.7 [Ipyrue MueaoaMCIIIacCTHYECKUE CUHAPOMBI

D46.9 MuenonucniacTHuecKuii CHHAPOM HEYTOYHEHHBIH

MuesnoaucniacTuyeckue/Mue10npoinpepaTuBHbIe HOBOOOPAa30BaHUS

C93.1 XpoHHuyeckuil MUETOMOHOIIUTAPHBIN JIEHKO3

C92.2 ATunu4HBIA XPOHUUECKHN MUEIOUIHBIN Jieliko3, BCR-ABL-oTpumiaTenbHbII.

C94.6 Muenonucrutactudeckoe W MuesnonpoiaudeparuBHoe  3aboiieBaHue, HE

KJIacCU(PUIIMPOBAHHOE B APYTUX PyOpUKax

1.5. Kunaccudukauus 3a00/1eBaHUsI WIN _COCTOSIHMS (TPynnbl 3a00/€BAHUNH _MJIH

COCTOSIHM )

C 2000 r. mpu Bepudukarmu nuaraoza MJIC ucrnonp3oBanu knaccudukaimm BeemupHoit

oprauusaiuu 3apaBooxpanenus (BO3) (mepecmotp ot 2008 1. [7]), B kKoTOopyto B 2017 roay mocie
OYEpeTHOT0 NMepecMOTpa ObLIM BHECEHBI CYIIECTBEHHBIE U3MEHEHUS:
1. N3menenue nHomenknarypsl MJIC. B Hacrosmieit knaccudukanum UCKITIOUEHO KITFOUYEBOE
MOHATHE «pedpakTepHas aHeMus» a1 Becex BapuantoB MJIC. it coBpeMeHHOTO 0003HAYCHUS
BapuaHToB M/IC KIItOUEBBIM CTaJI0 MOHITHE «MUEIOTUCIUIACTHYECKUM cuHapom». Hampumep,
MJIC ¢ xonbieBbiMu cunepobnactamu (KC) u mynbruinunaerinon auciuiazueit, MJIC ¢ nu30bITkOM
01acToB-2;
2. Ocobennoctu mozcyera OiacTHhIX KiIeToK B KM OT Bcex sAIpocojepiKaliux KIeTOK
KOCTHOT'O MO3ra,
3. NuTepnperanysi yBeTUYEHHOTO KOJMYECTBA KOJBIEBBIX CHAEPOOIIACTOB B 3aBUCUMOCTHU
OT HAJMYUS WU OTCYTCTBUA MyTammu B reHe SF3Bl: mpu nHanmmumm myrtanum B reHe SF3B1
MOPOTOBOE 3HAUYEHHUE KOJBIIEBBIX CHIEPOOIacTOB >5%, MpU €€ OTCYTCTBUH WJIM HEBO3MOKHOCTHU
onpexaeneHus >15%;
4, VY nmammentoB MJIC ¢ aenenuei JyIMHHOTO 1ieda S-i XpOMOCOMBI JIOITYCTUMO BBISIBIICHUE
elle OHOM aHOMAaJIMK KapHOTHIIA, 32 HCKIIOYEHHEM abeppanuu 7-ii XpOMOCOMBI.

VYuuteiBas BblLIEU3N0KEeHHOE, BapuaHThl MJIC B COOTBETCTBUM C aKTyaJbHBIMHU

kputepusimu BO3 ot 2017 roaa npezacrasiensl Huxke [8].
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1. MJIC c nuneitHol (ogHoauHeRHOM) nucraszueit (M C-JIM):

2. MJIC ¢ mynsTununennoi aucraszueit (MJC-MJI).

3. MJIC c xombreBbivu cunepodmactamu (MIC-KC):

—MJIC c xonblieBbIMU cuaepobnacTamu u nuHeitHon aucrnasueit (MIC-KC-JIT).

— MJIC ¢ konblieBBIMH CHAECPOOIACTaAMU B MYyJIbTHIMHEHHON aucruiazueit (MJIC-

KC-M).

4. MJIC ¢ u30upoBaHHO# Jenerueil JJIMHHOTO 1mieya 5-it xpomocomsl (MJIC-50-)

5. MJIC ¢ u30bITKOM 0JIaCTOB

— MJIC ¢ uszbsitkom 6iactos-1 (MJIC-UB-1);

— MJIC ¢ u36siTKOM OnactoB-2 (MJIC-UB-2);

6. MJIC nexnaccudpunupyemsiii (MIC-H).

Kputepuu BapuantoB MJIC npencrasiiensl B Tabnuie 1.

Ta6auna 1. Knaccudpukarnus MJIC B coorBerctBun ¢ 4 nepecmorpom BO3 ot 2017 r. [8]

Bapuant Jucnnazus, | I{utonmenus?®, KonbieBbie Bbnactubie OcobeH-
KOJIMYECTBO | KOJHMYECTBO | cuuepoOnacTel | kietku B KM u HOCTH
POCTKOB POCTKOB (mpu MmyTanu IIK, % KapuoTuna
SF3B1), %
MAC c auneiinoii 1 1-2 <15 (<5) KM <5, JTro6oi,
JAUCIIA3ueH [IK <1, nanouku €CJIM He
MAC-J11) Aynspa — Her COOTBETCTBY
€T BCeM
KpUTEPHUSIM
MJC-50-
MAC c 2-3 1-3 <15 ( <5) KM <5, JIro6oi,
MYJIbTHWIHHECHHON 1K <1, mamouku €CJIM HE
aucniaazueid (MJIC- Ayspa — HeT COOTBETCTBY
M) €T BCEM
KpUTEPHUSIM
MJIC-50-
MJC c¢ koabueBbiMu cugepobdaactamu (MIC-KC)
MJC-KC u nuneitHon 1 1-2 >15 KM <5, JIro60i,
TUCTIIa3uen (>5) K <1, €CII1 He
(MAC-KC-JI) MaTOuKH COOTBETCTB
Ayapa — HET YCT BCEM
KpUTEPHUSIM
M/JC-50-
MJC-KC u 2-3 1-3 >15 ( >5) KM <5, JIro6oi,
MYJIbTHIMHEUHON MK <1, eCITi He
AuCIUIasnei MaJouKu COOTBETCTB
(MI[C_KC_MI[) Ayapa — HeT YE€T BCEM
KpUTEPHUSIM
M/JC-50-
MAC ¢ 1-3 1-2 Hert nnm KM <5, 50— +/-1
H30TUPOBAHHOM J000H Jno0aBoYHAs
aHoMaJHsl 3a
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JeJienueii JTUHHOT O K <1, HCKITIOYCHHU -
mieya 5 XxpoMocoMbl HATIOYKH em —7/7q-
(MJC-50g-) Ayapa — HET
MJC ¢ u3obiTkoM 6aactoB (MJIC-UB)
MJIC-Ub-1 1-3 1-3 Her unu KM <10 (5— JIro0oit
0001t 9), IIK <5
(2-4), nanouku
Ayospa — HeT
MJIC-UB-2 1-3 1-3 Her unu KM 10-19, JIro0oit
000 IIK 5-19, m.
Ayspa —/+
MAC weknaccupunmupyemslii (MIAC-H)
¢ 1% 6nacros B I1IK 1-3 1-3 Her unn KM <5, TIK = JIro0oit
1r000i1 1°, manoukn
Ayspa — HeT
C TMHEHHOU 1 3 Her i KM <5, JTro6oit
JMCIUIa3HEN 1 ro00# IIK <1, m.
MMaHIUTOICHUEH Ayspa — HeT
Ha OCHOBAaHUU 0 1-3 <]15¢® KM <5, IIK MJIC-
IHATOIr€HETHICCKUX <1, manoyku aHOMaJINH"
M3MEHEHUN Ayspa — HeT

KM - xocrabiit Mmo3r; [1K — nepudeprueckas KpoBb. J{ucnasus cauTaeTcsi 3HAYMMOM, KOT/Ia TIPU3HAKH
JMCTUIA3WH BBISIBIIEHBI B >10% KIIETOK SpUTPOHUTHOTO, TPAHYIOMUTAPHOTO, METAKaPHOIUTAPHOTO POCTKOB.
* Vposenb remMornoouna <100 1/, aGconoTHOe Koaum4ecTBo Helitpodunos <1,8x10%1, TpomMGonmTOB
<100%10°%1n, moronuToB <1,0x10%71.

% Ecnn Gmactel B I1K onpenenensl B 2 1 6ojee aHAIH3aX.

* Eciin KC >15%, to 3t0 MJIC ¢ KC 1 nuHeitHo# aucmiasuei.

" AHOMaTMK KapuoThIia, Hanbosiee yacTo Berpevarontuecs npu MJIIC: —5/5¢—, —7/70-, uzoxpomocoma
179/t(17p), -13/13q-, 11g-, 12p—/t(12p), 99-, idic(X)(ql3), t(11;16), t(3;21), t(1;3), t(2;11), inv(3)/t(3;3),
1(6;9). Anomanuu kaprotuna +8, 200-, —Y 6e3 MOp(}OJOTHIECKUX KPUTEPUEB HE ABJISIOTCS TOBOAOM
Bepuuuposats MJIC.

IIpu mnaronoro-aHaTOMUYECKOM  HCCIEIOBAaHUM  OWUOICHIHOrO  (ONepanroHHOTIO)
Marepuaiia KOCTHOTO Mo3ra (TpemaHobouonTaToB) y nmanueHtoB ¢ MJIC gamie Bcero BBISBISIOT
HOpMO- niH runepkierounslii KM, u tonbko B 10—15% cnyuyaeB oOHapyXuBaeTcs THIOIIa3Us
KpoBeTBOpHOI TKaHU U B 10—15% — pubpo3 ctpomsl 2—3 creneHu, 4To no3BoJsier BoiaeasTs M/IC
¢ runoruazueit kposerBopeHus win MJIC ¢ ¢pubpozom cTpomsl. /JlaHHBIE 0COOEHHOCTH TEUEHUS
MJC nenecooOpa3HO OTpakaTh B KIMHUYECKOM auarxose, Hampumep: MJIC ¢ u30ObiTKOM
OmactoB-1, mpotekatomuii ¢ Gudpozom ctpomsl 2 creneHu; win MJC ¢ MynbTHIMHEHHOU
JMCIUIa3uel, MPOTEKAIOUINH ¢ TUIIOIIIa3uei KpOBETBOPEHHUS.

JlaHHO€ yTOYHEHHE MO3BOJSET MPEANOI0KUTE OCOOCHHOCTH TeueHUs 3a0o0JjieBaHus,
OIpeJIeNIUTh TAKTUKY Teparuu U ee 3 (PeKTUBHOCTD, a TaKKe BEpOATHOCTH nporpeccuu B OJI.

Bapuanter MJIC/MITH B cooTBeTcTBUU C akTyaidbHbIME KputepusmMu BO3 ot 2017 rona
npeacrasiaeHbl Huke [120].
Ta6auua 2. Knaccudpukamus MJIC/MITH B cootBercTBuu ¢ 4 mepecmorpom BO3 ot 2017 rona

[120]
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JAunarnos Iepudepuyeckas kpoBb | KocTHbIM M0O3T Knunnuyeckas
KapTHHA
XpoHUUecKuit MomomuTs > 1,0 X 109/J'I, Jucnnasus >10% I'emaTocnnenomeranus,
MHEIOMOHOLMTAPHBIA | \ropormmrsr > 10 % KJIETOK B > 1 uHUM yBEJIWYEHUE JTUMQ.
neitko3 (XMMJI) GracTHbIe KIeTKH <20%, MUEJ0MN033a; y37I0B, IOpaKeHHE
JeHKOIHTO3, omactable K1eTkn<20%; | xoxu, B-cMMIITOMEI,
aHEMHs1, TPOMOOIIUTOIIEHUS ayTOUMMYHHBIC
MIPOSIBIICHYS, OOJIH B
KOCTSIX, HHPEKIUU
ATHUNNYHBINA TleitkouuTsr >13,0 X]_Og/ﬂ’ l'unepnnasus u l'enaTocnnenomeranus,
xpOHI/IquKHVﬁ } He3peIble HeHTPOGMIIEI nucriaszusg >10% AHEMUYECKUNA U }
MUEJIOUTHBIH JIeHKO03 (m/MIMIm/m) > 10%, KJIICTOK reMOopparuuecKuit
rpaHyJIOLHUTAPHOTO CHUHJIPOMBI, HH()EKIIHH

JTUCIUIA3US TPaHYIIOHUTOB,
onactHbie KI1eTKU<20%,
aHeMUsl, TPOMOOITUTOTICHUS

pocTKa -/+auciiasus
>10% xeToK

MeraKapuonuTaPHOTO
H/WITA SPUTPOUTHOTO
POCTKOB;
onacrable Ki1eTkn<20%;
MIAC/MITH ¢ AHeMmus, Ju3apurtponoss, Crinenomeranus,
KOJIBIICBBIMU TpOM60LII/IT03 >_450>< 109/J'I, KOJIBIIE€BEBIC pUCK TpOM603OB,
cugepoO1acTaMu 1 AHM30LIATO3 TPOMOOLIUTOB; cuzepobnactel >15%, AHEMHYECKUH CHHIPOM
TPOMOOITUTO30M M.6. IeHKOHTO3 aTUIINSA
METaKapuoINTOB,
JICMeTaKapHo-
LUTONO033 -/+
JUCTPAaHYJIOLUTONO0A3
MJC/MIIH umexnaccu- | Jucmnasust+ Jucrnnasus+ Mueno- I'emaTocnmenomeranus,
(hunmpoBaHHOE MHUeIonpoH(epaTHBHBIE nponudepaTuBHBIE B-cuMnToMsi,
M3MCHCHHS M3MEHEHHS, M.0. TpoMO0IMOOTIIECKIE
Her npemmecTByromeit BEIpaYKEHHBIN GrOpo3 OCIIO’KHEHHUS,
uctopur MJIC unu MITH CTPOMBI UHpEKIH,
AHEMUYECKUN U
reMopparu4eckum
CHHJIPOM

XpOHI/I‘ICCKI/Iﬁ MHCHOMOHOHHTapHBIﬁ JIEHIKO3 Ha OCHOBAHHMHU KOJIMYESCTBA JICHKOIIMTOB PasacisoT

Ha 2 MOJTHUIIA: TIPH JICHKOIIUTaX <13X109/J'I —muenoauciactudeckuii XMMJT (MI-XMMJI),

IIPH JIEHKOLIUTAX 213X109/J1 - muenonpoaudeparuBabii XMMJIT (MIT-XMMUII).

Ha ocHoBanmu xonmaectBa 01acTHbIX KiieTok XMMUJI pasaensier va 3 Bapuanta: XMMJI-0 — mpu
KOJINYeCTBE OJACTHBIX KJIETOK B KOCTHOM Mo3re <5%, B kpoBH 110 1%, XMMJI-1 npu konuuecTse
OJaCTHBIX KJIETOK B KOCTHOM MO3Te -5-9%, B KpoBH - 2-4%, XMMJI2- npu Konu4decTBe OIaCTHBIX
KJIETOK B KOocTHOM Mo3re 10-19% u kposu 5-19%.

[Ipu XMMJI B 30% cny4aeB MOTYyT BBIABIATH (UOpPO3 CTPOMBI KOCTHOTO MO3Ta IpHU
naToMopdosoruueckoM uccieaoBanuu. [120]

MuenoauciacTuaecKue

CHHIPOMBl ¥  MHEJOIUCILIACTHYECKHE/ MUCIOTPOU(EpaTHBHBIC

HOBOO6paSOBaHI/IH, Pa3sBHUBIIHCCA IIOCJIC IMPEAIICCTBYIOMICTO OUTOTOCKHMYCCKOI'O

(JleKapCTBEHHOTO HWJIM JIy4eBOTO) BO3JCHCTBHUS, paHee Ha3bIBABIINECS «BTOPUYHBIMUY», B
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kinaccuukanuu BO3 2017 1. OTHECEHBI B TpymIly MHUEIOUIHBIX HEOIUIA3HH, CBS3aHHBIX C
npemmectBytomiei Tepanueit (T-MJIC, T-MIC/MITH) [120].

B 2022 rony Obutu mipeacTaBiieHsl Ha oOcyxnaenne 5 nepecmotp BO3 knaccudpuxamuu MIC u
MIC/MIIH, a Taxxe kiacCU(PUKALMOHHbIE KPUTEPUM MEXKIYHApPOJHON TIPYIIbI 3KCIEPTOB
(ICC), xoTopble MO HEKOTOPBIM BOIPOCAM MMEIOT CYIIECTBEHHBIC Pa3HOYTEHUSI, B 3TOW CBS3H
IpyMIa pOCCUICKUX SKCIEPTOB CUNTAET BOSMOXKHBIM IIPOIOJIKHUTh KIACCU(PHUIIMPOBATH BAPUAHTHI

MJIC u MJIC/MIIH B cootBercTBuu ¢ 4 iepecmoTpom BO3 kiaccudukarmu ot 2017 ropa.

1.6. Kiimanyeckasi KapTHHAa 3200J1€eBAHNS MJIM COCTOSHUSA (IPVIIbI 32001€BAHMI N

COCTOSIHMA)

OCHOBHBIC KIMHHUYECKHE IIPOABJICHUSA MI[C HeCHCI_II/ICbI/I‘IHLI H Haubojee dYacTo

O0OyCIIOBJIEHbI KaK KOJMYECTBEHHBIMH, TaK W KaueCTBEHHbIMH W3MEHEHUSMHU CHCTEMBI
KPOBETBOPEHMSI: IIMTONEHUYECKUH CHUHAPOM (aHEMUYECKUH CHHAPOM, TI'€MOpparuuecKuit
CHHIIPOM, JICWKONEHHs), HWH(PEKIMOHHBIE OCIOXHEHUS, B-cHMNTOMBI, HE3HAYUTEIbHAS
CIJIEHOMETallsl, ay TOUMMYHHBIE IIPOSIBJICHUSI.

AyToMMMYHHBbIe TiposiBieHust ~ B 10% cnysaee MJIC wmanudectupyer c¢
ayTOMMMYHHOIO  IIpolLlecca:  CHUCTEMHBIM  BACKYJUT,  HEKPOTUYECKMH  IaHHUKYJIHT,
CEpOHETaTUBHBIN apTpUT,  peBMaTUYecKas MOJINMUANT U, KymOc-nionoxurenbHas

reMOJINTHYECKAs aHEMUSI, IEPUKAPIUT, IIeBpuT [1-5].
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2. InarnocTuka 3a00/1eBAaHUS UJIH COCTOSIHUSA (TPyNNbI 32001eBAHNNA HJIN
COCTOSIHHMIT), MEMIMHCKHE MOKA3AHUS M NPOTUBONOKA3aAHUA K IPUMEHEHHIO

METOJ0B THMATHOCTHKH

MHnoeue pexomernoo8aHHble MemOObl OUACHOCMUKU 3A001e8aHUS U CBA3AHHBIX C HUM
COCMOANUL UMEIOM 02PAHUYEHHYIO O0OKA3AMENbHYI0 6A3) 8 COOMEEeMCcmeuU Co WKAIAMU OYEeHKU
yposHs docmogeprocmu ookazamenvcme (YI) u ypoeus ybeoumenvHocmu pexomMeHOayutl
(YYP) no npuuune omcymcmeuss noceaujeHHbix UM KIuHUYeckux ucciedosanuti. Hecmomps na
9MO, OHU SAGTAIOMCSA HEOOXOOUMBIMU DTIeMEHMaMU 00C1e008aHUs NayueHma OJisi YCMAHOBIeHUs
ouazHo3a u 8blOOPa MaKmMuKU 1edenus, maxk Kax bonee s¢ppexmusnvie u OOKA3aHHbLIE MEMOObL 8
Hacmosiujee 8pems e papabomanoi.

Jna eepugpuxayuu ouaenosa MJ[C cnedyem yuumvigamsv HAOOP HEOOXOOUMbBIX U
Ppeuanuux Kpumepues.

1. Heob6xo00umule kpumepuu

® CmabunvHas yumonenus 6 1 unu 6onee pocmkax 6 meuenue >4 mecsayes, 8 YaCMHOCMU.
nokazamenu  2emoznobuna <I10 2/1, xoauvecmso metimpoguros <I,8x10%n,
mpomboyumos — <100%10%.

® Omcymcmeue Opy2ux 2emamonocuUdeckux U He2emMamonoSuyeckux 3a00aeeanull,
NPOMEKAUUX C YUMONEHUSMU.

2. Pewwarowgue kpumepuu (ne menee 1 kpumepu:)

® Jlucnnazua >10% om 6cex Kiemox 3pumpoudHo20 U/uiu paHyioyumapHo2o, u/uiu

Me2aKapuoyumapHo20 pPOCMKO8, 6blAGNIeHHAs NPpU MOPhOI02ULecKOM UCCIe008aHUU

KOCMHO20 MO324.
® >/5% KC unu >5% KC 6 couemanuu ¢ mymayuer SF3B1.

® 5-19% o6nacmuvix kiemox ¢ KM unu 2—19% o6racmusix kiemox 8 nepugepuueckou

Kposi.

® Tunuunvlie anomanuu kapuomuna (—{, 50— u 0p.), eviAeieHHbIE NPU CIMAHOAPMHOM
yumoezenemu4eckom ucciedosaruu uiu memooom FISH.

3. lononnumenvhnule Kpumepuu

Ecnu ecmbv nHeobxooumvie kpumepuu (1), Ho Hem pewarowux kpumepues (2), Ho ecmb

KIUHUYECKAsl KApmuHd, 00YCl06/IeHHAs MAKPOYUMAapHoU anemuell U mpaHc@y3uoHHOU

3asucumocmsro, mo l’lOan’lGQPDfCOQHueM ouaznosa moeym Obimb:
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o Amunuynviti ummynopenomun xiemox KM co mmnoowcecmeennvimu  MJC-
aAccoyuUpOBaHHbIMU  AbEeppayusaMU, BbIAGIEHHbIU NPU UMMYHODEHOMUNUPOBAHUU U

NnOOMEepHCOarOWUll MOHOKIIOHANLHYIO NONYIAYUIO IPUMPOUOHBIX U MUETIOUOHBIX KIIEMOK.

® /I3menenus 6 eucmoaocudeckou Kapmume KM, 6 mom uucie u npu

UMMYHOSUCMOXUMUYECKOM ucciedosanuu, noomeepicoarouue MJ[C [9].

Juaenoz MJ]C noomeepowcoarom u npu MeHmee 3HAYUMOU YUMONEHUU (Hanpumep,
2emoznobun 115 2/n, xoruuecmeo mpomboyumos >100%10%n), ecru npu yumozenemuyeckom
uccneoosanuu KM evisisnenvl usmenenus kapuomuna, xapakmephvie onsi M/[C.

Ipusnaxku muenooucniazuu mocym evisagnamscsi 6 KM unu nepughepuueckoti kposu He
moavko npu MJ[C, no u npu Opyaux 3a001€6aHUAX HEKIOHAIbHO20 XapaKkmepa.

1. J[uzapumponoss modcem HaOI00AMbCA NPU:

e Bi/gporamoepuyumnoix anemusx,

®  BPOIHCOEHHOU OU3IPUMPONOIMUYECKOL AHEMUL,

®  QYMOUMMYHHBIX 2eMOIUMULECKUX AHEMUSX,

®  NAPOKCUBMATLHOU HOUHOU cemocnobunypuu (ITHT);

®  QIKO20bHOU UHMOKCUKAYUL,

o gupycuvix ungexyusax (cenamumel B u C, upyc ummynooepuyuma uenosexa
(BUY), supyc Onwumeiina—bapp (3bB), napeosupyc B19),

® uH@exkyuouHvlx  3a001e8aHUAX  (MUMUAPHBIU  MYOepKyne3,  MAaliapus,
NEUUMAHUO3);

® ompasneHuu 6EH3UHOM, CBUHYOM U OPYUMU MAHCETLIMU MEMAITAMU,

®  KaK npossienue napaHeoniacmuyeckoll peakyui, 8 mom ducie npu 6061e4eHuu
KM npu numghomax/netixozax;

®  QYMOUMMYHHBIX  3a00Ne6aHuax  (cucmemuas  KpACHASL — BONYAHKA,
AYMOUMMYHHBIL MUPEOUOUn);

o Odehuyume meou u/unu uzdbLmounom nocmynienuu yunka ¢ nuwer [10,11].

2. Hucepanynonoasz moxcem Habmo0amvcsi:

®  PU UCNONBL30BAHUU IEKAPCMBEHHBIX NPENApamos (KOIOHUeCMUMYIUPYIOUUX
Gaxmopos (pekomMOUHamMHbIL 2PAHYIOYUMAPHDBIL KOJOHUECUMYAUPVIOUSULL
gaxmop uenosexa [pul -KC®@]),anmumemaborumos);

e npu supycuvix ungexyuax (BU9, Ib6B);

®  Kak nposeéienue napaneoniacmudeckol peaxkyuu,

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

3. Hucmezaxapuoyumonoss modxcem Habnoo0amucsi:
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o npu BUY-ungpexyuu;

®  PeaKmMuBHOM/NAPAHEONIACTUYECKOM MUeroghubpose;

® nocie mpauncnianmayuu Kocmuoeo mozea (TKM) u npogedennoii xumuomepanuu.
Ouenv 8adicHo npu npogedenuu ouggepenyuanrvrou ouaznocmuxu MJ[C yuumvlieams
aHaMHecmuyeckue OaHHvle 00 UMEIOWUXCS XPOHUYECKUX 3000]1e8aHUsX, KOMOpbLe
MO2Yym NpomeKams ¢ YUmoneHUu4eCKUM CUHOPOMOM, NPeOuecmeyIouux Xumuo- uiu
JYHe6OU  mepanuu, UMMYHOMepanuu, paouoioomepanuu, npopeccuoOHaIbHbIX
8PEOHOCMSX, CBA3AHHLIX C B030elcmeueM 6peoHbIX euecmes (0cobeHHo OeH30aa),
ynompe0OieHuu anKko2os, KypPeHuu, CKIOHHOCMU K CNOHMAHHbIM KPOBOMEUEeHUM U
ungexyuam. ¥ mMonoovix nayuenmos HeooXooumo nPUHAmMb 60 GHUMAHUE COCMOAHUS,
YKazvleawoujue Ha HACIeOCMBEHHblE HAPYUWIeHUSl 2eMON033d, mMAakKue KAaK aHemus
@DankoHu U 3a0071e8aHUs,  C6A3AHMbIE C  HApYUWIEHUeM  OJUHbL  MeloMep
(Hacneocmeennvlll Ouckepamos u 0p.). s nojicunvix nayueHmos HeoobxXooumo
UCKTTIOYUMb 6MOPUYHBLU XapaKkmep UsMeHeHUll, 8 nepgyio ouepeob acCoOYUUPOBAHHBII C
conuoHviMu onyxoaamu. Ilpu omcymemeuu ysenuuenus Koauuecmea O1acmHblx Kiemox
u/unu xapaxkmepmvix anomanuti xapuomuna ouacrnoz MJ[C aensemcs ouazno3om
UCKTIOYeHUs,  mpedyIowuM  muamenbHo20  00c1e008anHus U OUHAMUYECKO20
UCCIe008aHUsL KOCMHO20 MO32d.
s eepugpuxkayuu  ouacnoza uz epynnet  MIC/MJ[H Heobxooumo Hanuuue
MUETOOUCHIACIUYECKUX U MUETONPOIUpepamusHblx  usmenenui.  Ilpusnaxu

MUETOOUCHIIA3UY ONUCAHbBL BblULE.

2.1. ’Kaao0bLl 1 aHAMHE3

VY Bcex manueHToB npH moao3peHnd Ha MJIC ¢ 1enbi0 YTOYHEHHs TUarHO3a U BBISABJICHUS
KJIMHUYECKH 3HAYMMBIX COINYTCTBYIOUIMX 3a0ojeBaHWi mpu cOope >kalod | aHaMmHe3a
peKoMeHayeTcs oOpaiath BHUMaHHE Ha BPEMsl TTOSIBIICHUSI MIEPBBIX JKa00, IMHAMUKY Pa3BHTHSI
3a00JIeBaHNsI, HATMYKHE COMYTCTBYIOIIEH MATOJIOTHH, TPOPECCUOHATBHBIC BPSTHOCTH U YCIOBHS
KM3HU TAIMCHTA, PaHee MPOBOJMMYIO TEPalHI0 MO MOBOAY APYrux 3adoiieBaHuil (0COOCHHO
OHKOTEMAaTOJOTHIECKUX, ayTOMMMYHHBIX U 1p.) [1-5].

YpoBenb  yOenuTenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

Kommentapuu: npu M/C cneyugpuueckux scanob ne cywecmeyem. Haubonee uacmo

1n0800OM OJis1 0OpAWeHUs AGNAIOMCA AHEMUYECKUE HCA00bL (ClaboCmb, YIMOMALEMOCb,

CHUDICEHUe MONePAHMHOCMU K (QU3UYECKUM HA2PY3KAM), pexce — 2eMoppacutecKuil
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CqupOM u MH¢€KL;M0HHIJZ€ OCJIOJCHEHUA, npOdOJI.?fCMmefleOCl’}’lb anamunesza om 1 mecsaya

00 HeCKOIbKUX Jlem.

2.2. Du3uKaJIbLHOE 00CaeT0BAHUE

Bcem manmentam ¢ mopo3penueM Ha MJIC wim nmoarsBepxkaeHHbiM MJIC, a Taxxke
nanuerTam ¢ MJIC/MITH pexkomenayercest mpoBOANTE (PU3HKATBHOE 00CIEAOBAHUE MPU
Bepu(HKAIUY JUArHO3a U TUHAMUYecKoM HaOmoaennn [1-4, 120].

YpoBenb  yOenutenbHocTH  pexkoMenaanuii C  (YypoBeHb  10CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

Kommenrapuu: npu ¢usuxanenom ocmompe HeobOX00UMO Oyenueams: COCMOAHUE
KOJICHBIX NOKPOBOB, CIUSUCMBIX,; HATUYUE UU OMCYMCMEUE NPUSHAKOE 2eMOPPASUYECKO20
U OMeuyHo20 CUHOPOMA, CNeYUPUUECKO20 NOPANCEHUS. KOMCU, 2enamoChIeHOMe2anul,
numgoaoenonamuu; npuznaxkos oucyukyuu I[[HC, cepoeuno-cocyoucmoti, n1e20uHol,
MOYeBblOeIUMeNbHOLL, SHOOKPUHHOU U KOCHHO-CYCMABHOU CUCIEM, OP2AHO8 JHCENYOOUHO-
Kuweyno2o mpakma. /[ns paciema niowaou nogepxHocmu mena HeobXooumo usmepeHue

pocma u maccovl mejid, 6 mom 4ucie nepe() KaxHcObiMm Kypcom mepanuu.

2.3. JIaGopaToOpHbIE TUATHOCTHYECKHE HCCAeT0OBAHNS

Beoywumu cumnmomamu MJIC sasnsiomes yumonenuu, Komopbvie OUACHOCMUPYIOM npu
CMOUKOM CHUMICEHUU 2eMamolocudeckKux noxkazamesel Hudice nopocosvix 3navenutl. Hb
<110 2/n wumu abcomomnozo uwucna wneumpoguios (AYH) <I1,8x10%n, u/unu
mpomboyumos <100x10%n. Ipu MIC/MIIH usmenenus 6 ananuze Kposu moaym Ovimb
kax npu MJ]C & couemanuu c netikoyumosom >13x10%x, mpomboyumozom >450x10%1, a
npu XMMJI ob6szamenvuvim ycnoguem sensemcs Hanuuue mounoyumosa >10% u 6
abcontomuuix 3uavenus >1,0x10%7/

Bce ouacnocmuyeckue npoyedypbl HANPAasieHsbl Ha UCKIIOYEeHUEe PEaKMUBHbIX YUMONEHUl
YUMOo308 Uil Opy2ux KIOHAIbHLIX 3a001e8aHUll KPOBEMBOPHOU CUCTEMBI.

Cnexmp 1a60pamopuvix UCCie008aHUll, KOMOPbIUL NOMOJCEN 8 8epuduUKAyuU OUACHO3A
MJIC u MJ]C/MIIH, npedcmagnen nudice.

Ilocne noanozo  mepanesmuyecko2o  00CN€008aHUS  NAYUEHMA,  UCKIIOUUBULEZO
«BMOPUYHBIILY XAPAKMeEP YUMONEHUU, YUumo3a u MOHOYUmMOo3d, HeobXo00umMo nposedeHue
2eMamon02uecKo2o 00cie008anUs, KOmopoe Kuodaem 6 ceos.

-noyueHue yumono2uyecko2o npenapama KOCMmHo20 Mo32a nymem nyHKyuu,
-YUMONO2UYECKOe UCCIe008AHUE MA3KA KOCIHO20 MO32a (MUEL02PpAMMA) OJisl BblA6LeHUs

KAuecmeeHHbIX U KOIUYECTNEEeHHbIX UBMEHEeHUll 8 KIEeMOYHOM COCMAse KM
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-YUMOXUMUYECKOe UCCIe008aHUe MUKPONpEenapama KOCMHO20 Mo32d Npu KoIudecmee
onacmubix Kiemok 6onee 5% ona eviasneHus naiouexk Ayapa,

— onpeoenenue cudepobiacmos u cuoepoyumo8 8 KOCMHOM M032e;

—yumozeHemu4eckoe Ucciled08anue (Kapuomun) KOCmHo20 mo3ea (Ucciedo8anue Kiemox
KOCMHO20 MO0324 MemoooM OughghepeHyuanvHou OKPACKU XPOMOCOM OJisl BblABIEHUs.
KILOHAJIbHBIX ONYXOJIe6bIX KIEeMOK);

—UMMYHOPDEHOMUNUPOBAHUE 2eMONOIMUUECKUX KNeMOK-NPeOueCm8eHHUly 6 KOCMHOM
Mo32e 015 GblABIeHUS NPUSHAKOS OUCMUETON0I3a U OnpeodeleHus 8apuanma O1acmHblx
KIemoK;

— MOJIeKYIAPHO-2eHeMmu4ecKoe UCcile008anue Mymayuil 8 2eHax,

-noyueHue 2UCMONIO2UYecKo20 Npenapama KOCMHO20 MO032a (mpenanoouoncus) c
nocieoyrouum namon020-aHamoMu4ecKum uccneoosanuem ouoncuiinozo
(onepayuonno2o) mamepuana KOCMHO20 MO32d.

Ilepsuunoe noomeepoicoenue MJIC yenecoobdpaszno npogooums 8 cneyuaiu3uposaHHsix
2eMamonocuieckux —YeHmpax, omoeilenuax uau Kabunemax). Jns  adexeamHou
sepughurayuy OUAcHO3a U OYeHKU OUHAMUKU MmeyeHUs 001e3HU MPedYIomcs NOBMOPHbLE
uccnedosanuss KM uepes neckonbko Hedenb, MecAayes uiu 0axce Jiem.

Juaenoz MJ[C saensemcs npasomouynvim, eciu nocie 4 mecsayed HadOnoOeHus He Oblio
OUACHOCMUPOBAHO  JI060e  Opyeoe  2eMamolocudyeckoe Ul — He2eMamonoSuieckoe
3abonesanue, KOmopoe Mo210 6bl 00BACHUMb HAIUYUE YUMONEeHUU. JJaHHbll 8peMeHHOU
unmepsan Haubonee onpagoan O NAYUEHMO8 Oe3 U30bimKa ONACMHBIX KIEeMOK C
YUMONeHUIMU, He mPebyIoWUMU NPOBEOeHUsl 3aMeCUmMelbHOU Mepanuu KOMNOHEHMamu
Kposi. Ilpu evisAgnenuu ysenuueHus Koauwecmea ONACMHbIX KIemOoK  u/uiu
yumozeHemudeckux abeppayuti U KIUHU4YeCKU 3Hauumou yumonenuu, ouacnos M/IC u
MJIC/MIIH mooicem 6vimb  ycmanosien cpasy HA OCHOBAHUU OAHHBIX HOJIHO20
2eMamoocuyecko2o 06cnedosanus, 6e3 nepuooa OUHAMUYECKO20 HAOaoeHus. Jlna
sepuchukayuu OuasHo3a, onpeoeieHus 8apuanma 3a001e6aHus U 6vlOOpa MaKmuKu
mepanuyu HeobXo0UMO NpoGecmuU NOJIHOe MEPANEeSMUYECKoe U 2eMAMON0SUYECKOe
obcnedosanue [1-5].

Bcem manmmenTam nipu nono3penun Ha MAC u MJIC/MITH, a Taxke mocie Bepudukammm
3a00NeBaHUsl B TEYCHHE BCErO MepHoja HAOMIOACHUS U JICUCHUS PeKOMeHAyeTcs
BBIMOJTHEHHE  00mero  (KIMHHYECKOr0) — aHalW3a  KPOBH  Pa3BEpHYTOro ¢
TG PepeHIIMPOBAHHBIM  OJICYCTOM  JICHKONMUTOB  (JICHKOLUTApHOW  (OPMYJIBI).
HccnenoBanue ypoBHS pETUKYJIOIUTOB B KpoBH. VccienoBanue ypoBHS TPOMOOIIUTORB B

KpOBHU Ha aBTOMATH4YCCKOM aHaJIMU3aTOpE C INLOCJIIbI0 YTOYHCHHA BapHWaHTa MI[C,
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MPUHAUISKHOCTH K Tpymme pucka (cMm. paszen 7.1 maHHBIX PeKOMEHAlHii) U BhIOOpa
TaKTHKH JieueHus [12].
YpoBenb  yOenurTeqabHOcTH  pekoMeHgauuii C  (ypoBeHb  JIOCTOBEPHOCTH

0KA3aTeJbCTB — 5)

KommenTapuu: sviseiennvle usmenenus (cemoenobun <110 2/n u/unu abconromuoe yucio
netimpogunos <1,8%10%1 u/unu mpomboyumos — <100x10%n npu naruuuu npusnaxos
oucmuenonossa u opyeux kpumepues M/C) nossonam eepuguyuposamsv ouacnosz MAC
unu MJIC/MIIH, onpedenums npunaoiexcHOCmsv K 2pynne pucka u nomoz2ym 6 evloope
maxmuku mepanuu. Yacmoma uccaedosanus zasucum om eapuanma M/C u M/IC/MIIH,
KAUHUYECKUX NPOABLEHUNl U NPOBOOUMOU Mepanuu U Moxcem Konebamvcs om
edHCceOHesH020 Uucciedo8anus 00 edxceksapmanvhoo. Ilpu uacmom onpedenenuu, 0cobeHHO
8 Nepuoo NPoBeOeHUs: Mepanuil, B03MOICHO GbINOIHEHUe 00We20 (KIUHUYECK020) AHAIU3A
KpPOBU HA ABMOMAMUYECKOM aHaiuzamope, 6e3 noocuema J1eukoyumapHou opmyivl 8

DPYVYHOM pedicume.

Ilpu  ykazamuu Ha HaIUuUue 2USAHMCKUX  MPOMOOYUMO8 npu noocyeme Ha
ABMOMAMUYECKOM AHAIU3AMOpe Yenecooopazen nepecuen mpomOOyumos u aHauu3
Yumomopghonocuueckux ocobeHHocmel npu Uccie008anul Kposu, 0CoOOEHHO Ha MOMEHM
sepuchuxayuu ouaenoza MJIC u MJ[C/MIIH, max kax npu Haiuduu 2ueaumckux ¢opm
MPOMOOYUMOB BO3MONCHO 3AHUICEHUE KOIUYEeCmea mMpoMOOyumos npu noocueme Ha

asmomamuvecKkom anaiuzamope.

Bcem nmanmmentam npu nogo3penuu Ha MJIC u MJIC/MITH, a Takxke nocie Bepudukanum
3a00/IeBaHUsI B TEUYCHHE BCETO IEpHOoJa HAOMIOJCHUS W JICUCHUS PEeKOMEHIYeTCsl
BBITMIOJTHEHHE O0MIeTo (KIMHUYECKOT0) aHalli3a MOYH Ul IUAarHOCTUKU COITyTCTBYIOLIEH

NIaTOJIOTHH Y MIPOSIBIICHUH HE(QPOTOKCHYHOCTH Ha (hOHE MPOBOIUMOM Teparuu [1, 2].

YpoBenb  yo0eauTeqbHOCTH  pexkomenganmuii C  (YypoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: vacmoma uccnedoganus 3agucum om eapuanma MJC u MJ[C/MIIH,
KAUHUYECKUX NPOSAGNIEHUl U HNPOBOOUMOU MEPAnuu, U MONCem Koiedamvcs om
€IHCEOHEBHO20 UCCIEO08AHUSL Q0 eHCE20OHO2O.

Bcem manuentam npu momospenun Ha MJC u MJC/MIIH, nocne Bepuduxanuu
3a00/eBaHUsl B TEYCHHE BCETrO MepHoja HAOMIOACHHUS U JICUCHUS PeKOMeEHIyeTcs
BBITIOJTHEHUE aHaJM3a KPOBH: WCCICAOBAaHUE YPOBHSA 0Omero Oellka B KPOBH,
WCCIIEIOBAaHKE YPOBHS albOyMIHA B KPOBH, CCIIEOBaHUE YPOBHS HIMMYHOTJIO0YJTMHOB B

KpOBH, OIPCACICHUEC aHB6YMI/IH/FHO6YHHHOBOFO COOTHOIICHHW B KPOBHU, UCCICOAOBAHHNC
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YpOBHSI MOYEBUHBI B KPOBH, UCCIIEIOBAHNE YPOBHS KpeaTUHHHA B KPOBH, UCCIIEJOBAHHE
ypOoBHsI o011ero OmiMpyOouHa B KpOBH, UCCIIEIOBaHUE YPOBHSI CBOOOJHOTO M CBA3aHHOI'O
OunupyOnHa B KpPOBH, OIpENEICHUE AKTHMBHOCTH alaHMHAMUHOTpaHc(epasbl B KPOBH,
ompefeNieHue AaKTUBHOCTH aclapTaTaMUHOTpaHcdepassl B KPOBU, OMpEIelIeHUE
AKTUBHOCTH JIAKTATJAETUIPOTEHAa3bl B KPOBH, ONpEICICHHE AaKTUBHOCTU MICJTOYHON
(docdarassl B KpOBH, UCCIIEIOBAHKE YPOBHS X0JIECTEpHUHA B KPOBH, UCCIIEIOBAHUE YPOBHS
TUTFOKO3BI B KPOBH JJIs1 BBISIBJIICHUSI COITYTCTBYIOIIEH MATOJIOTHH W ONPEICICHUS TaKTUKU
tepariuu MJIC [1, 2, 4, 5].

YpoBenb  yOenutTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: gepuguxayus omrioneHuti om HOPMANbHLIX 3HAYEHUU HOMOMCEm
onpedenums 00veM ONnyX0Le80L MACCyl, HATUYUE NPUSHAKOS 2eMONU3A U CONYymcmayouel
namono2uy, a Makxice oyeHums pazeumue NnoOOUHBIX AGNEHUU HA (OHe NPOBOOUMOU
mepanuu. Yacmoma uccnedosanus u napamempsbi OUOXUMULECKO20 AHANU3A 3ABUCAI OM
sapuanma MJC u MJJC/MIIH, xiuHuueckux nposseieHuil u nposooumol mepanuu u
Modicem  Konebamvcsi Om eHceOHe8HO20 UCCIe08anus 00 edceksapmanvhozo. Ilpu
Yacmom nposedeHuU UCCIe008aHUL 803MONCHO MOHUMOPUPOBAHUE MONbKO KIUHUYECKU
SHAYUMBIX NAPAMEMPOS.

Bcem naruentam npu nogo3pennn Ha MJIC u MJIC/MIIH, a Takxke mocie Bepudukanmuu
3a0o0yieBaHus, BO BpeMsl BCEro Iepuoja HAOMIOJCHHUS U JICUCHUS PEKOMEHIyeTcs:
Hccnenoanue ypoBHs kKeje3a ChIBOPOTKU KpoBH. McciaenoBaHue sKeJIe30CBI3bIBAOILIEH
criocoObHoCTH chIBOpOTKHU. MccnenoBanue ypoBHs deppuTuHa B KpoBH. MccnenoBanue
ypOBHsI TpaHC(eppruHa CHIBOPOTKH KpoBU. VMcciemoBaHue HachIIeHHUs TpaHcheppuHa
KEITIE30M. C MIEPHOANIHOCTHIO | pa3 B 3—6 MecsIeB sl ONICHKH HAIWYHSI WA OTCYTCTBUS
neduImrTa Kenesa, a TakKe ONPEIeTICHHs] HCXOTHOTO YPOBHS (heppUTHHA B KPOBH U €T0
M3MEHEeHHs Ha (OHEe Teparuy, I CBOeBPEMEHHOTO Ha3HAUCHUS XEeJIATOPHOUW Teparuu U
otieHku ee apdexTuBHOCTH [1, 2, 4, 5].

Kommentapuu: npu nosviwenuu peppumuna col80pomxu yenecooopasHo ucciedosanue
yposua C-peaxmusnozo 6enka 6 cvigopomke Kposu (CPB) oOna uckniouenus
80CNAIUMENILHO20 XAPAKMePa USMEHEeHU.

Bcem mannentam npu nogospenuu Ha MJIC u M/IC/MITH, nocne Bepudukaim quarsosa
B TEUEHHE BCETO MEPHOa HAOIIOACHUS U JICUCHHUS PeKOMEH/IyeTcsl OTIpe/IeIICHNE YPOBHS
BuTamMrHa B12 (1imaHoko6anamMuH) B KPOBU U UCCIIEOBaHKUE YPOBHS (DONMEBOIN KHCIOTHI
B CBIBOPOTKE KPOBHU JIIi OIEHKH BO3MOXKHOTO Je(UIIMTa BUTAMHHOB TPYIIBI B H

Ha3HAYCHUS COOTBETCTBYIOIICH Tepanuu rnpu ux nedunure [1, 2, 4, 5].
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YpoBeHb  yoeauTeqbHOCTH pexkoMengamuii C  (ypoBeHb  JI0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrtapuu: npu nposeoenuu mepanuu MIAC u MIAC/MIIH yenecoobpasno
onpedenams yposru sumamuna B12 u ¢honruesoii kuciomel 6 coigopomke kposu om 1 0o 4
pas 6 200.

Bceewm nanuenrtam npu Bepudukanuu quarsosa MJIC u MJIC/MITH u3 rpynmnsl HU3KOTO
pucka (cM. pazmen 7.1 HaHHBIX PEKOMCHIAIMI) C KIMHUYCCKH 3HAYNMOW aHEMHUCH
peKoMeHayeTcsl, [0 Hayala TpaHC(PY3MOHHOW Teparuu SPUTPOLUTCOACPIKAIIUMU
KOMIIOHEHTaMH, UCCIIeIOBaHNe ypOBHS 3pUTponodTiuHa kposH (BI10) mis onpenenenus
TAKTUKH TEpaluy, B YaCTHOCTH, BO3MOXKHOCTH HA3HA4YEHUs CTUMYJSTOPOB I'E€MOII033a
(mpyrux aHTHMaHEeMHUYECKHX IpernapaToB - SPUTPONOI3CTUMYJIUPYIOIIUX MPenapaToB
(DIICID)) [13].

YpoBenb  yoOeautenbHocTH  pexkomenganuii C  (YypoBeHb  JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

Bcem mnanumentam s Bepuduxanuu guarsoza MJIIC u MJC/MIIH, u Ha Bcem
IPOTSKEHUH HAOMIOCHUS MPHU TOSIBICHUN KIMHUKO-T1a00paTOPHON KapTHHBI Pa3BUTHS
IreMOJIMTHYECKON aHEeMHM PeKOMEHAYeTCsl BBIOJHEHHE TPSIMOrO U HENPsIMOTro
aHTUIII00YIMHOBOTO TecTa (mpsiMoii mpoObl KymOca u Hempsimoii mpoObl KymoOca) u
WCCIIeZIOBAaHKUE YPOBHS rantoryiioonHa Kkposu [14].

YpoBeHb  yOenuTeIbHOCTH  pekoMeHaauuid B (ypoBeHb  10CTOBEpPHOCTH
JI0KA3aTeJILCTB — 3)

KomMmeHTapuu: npu nosgnenuu KIUHUKO-1aOOPAMOPHOU KAPMUHbL 2eMOTUMUYECcKOU
aHemuu HeoOX00UMO UCKIIOUUMb AYIMOUMMYHHBIU XapaKkmep uzmMeHeHul.

[NaruenTtam ¢ koaumdecTBOM OnacTHBIX KieTok B KM menee 5%, a Takxke nNpu HalUuuu
KIIMHUKO-JTA00PAaTOPHBIX TPU3HAKOB BHYTPHCOCYIHMCTOTO TEMOJH3a NPU BEpUPHKALNAN
muarHo3a MJIC u MJIC/MIIH, a Taxke npu MX MOSBICHWU B IMEPUOJ HAOMIOACHUS U
JI€YEHUs PEeKOMEeHAYyeTCsl MMMYHO(DEHOTUIMPOBAHUE KIIETOK IMepupepruueckoil KpoBu
JUIS TMarHOCTUKU MapOKCU3MAIbHON HOYHOM reMOTrJIO0MHYPHH PACHIUPEHHOM MaHEeIbIo
mapkepoB, Bkiodas FLAER (¢nroopecrieHTHO-MEUeHbI a’poju3KH) A BBISBICHUS
KJIOHA KJIETOK MapOKCU3MallbHOM HOouHOM remorioounypuu (ITHI') [15].

YpoBenb  yOenureqabHOcTH  pexoMeHganuii C  (ypoBeHb  J1O0CTOBEPHOCTH
J0KA3aTeJbCTB — D)

Kommenrapuu: ramuyue ITHI-xnona y nayuenmos ¢ MJC onpedensemcsa ¢ 18—25%

cyvaes, U pasmep KIioHa moocem edapvuposeamv om MUHOPHO2O 00 KIUHUYECKU
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sHayumoeo. Ilpu obnapyscenuu mpombomuueckux ocnodxcHenuil nayuenmam c IIHI -
KIOHOM MOJHCem nompebo8amuvcs coOmeemcmeyowds mepanusl.

Bcem manmentam mpu Bepudukanmun MIAC u MJIC/MIIH u Ha BceM UpOTSKEHUH
HaOMIOEHUsT W JICYEHHs ~ peKoMeHAyeTcst — uccienoBanue.  Koaryiorpamma
(OpMEHTHPOBOYHOE HCCIIEIOBAaHUE CHUCTEMbl I'eéMOCTa3a). AKTUBHPOBAHHOE YAaCTUYHOE
TpomOoriacTuHoBoe BpeMsi. OrmnpeneneHre MpOTPOMOMHOBOTO (TpOMOOIIIACTHHOBOTIO)
BpeMEHH B KpoBM WM B MmiuasMme. MccrnenoBanue ypoBHS (UOpUHOTEHAa B KpPOBH.
Hccnenoanue arperaiuu TpoMOOIIMTOB (TP HATMYUU ITOKA3aHUI ) BO BpEeMs TPOBEICHUS
cnenuUYecKoil Tepamuu, Tepe]] HWHBA3HBHBIMH BMEIIATEILCTBAMHU  (ITOJTyUEHHE
LUTOJOTUYECKOTO Ipernapara KOCTHOIO Mo3ra MyTeM [YHKIUH, HOJyYeHHE
TUCTOJIOTMYECKOIro IpernapaTa KOCTHOTO Mo3ra (TpernaHoOuorncus), KaTeTepu3anus
MOJKIIOYNYHON M JPYTUX LEHTPAIbHBIX BEH, ONEPATUBHBIM JICUEHHEM), I OLIEHKH
COCTOSIHMSI CBEPTHIBAIOIIEH CHUCTEMBI KPOBH, a TaKke OENOK-CUHTETUYECKOW (yHKIIUU
neuend [1, 2, 4, 5].

YpoBenb  yOeauteqabHocTH  pexkoMmeHgamuii  C  (YpoBeHb  /10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: npu ewisagrenuu usmenenuil 6 ceepmvlaiowell cucmeme Kposu
nPOBOOUMCSL UX KOPPEKYUS.

Bcem nammentam ¢ mogo3spenuem Ha MJIC u MJIC/MIIH, a Taxke mOATBEPKICHHBIM
muarao3zom MJIC u MJIC/MITH nipu pa3BUTHH TSOKEIBIX HHPEKIIMOHHBIX OCIIOXHEHUN BO
BpeMsl MPOBEACHUS CleUU(UUECKOW Tepanuy PeKOMeHAYeTCsl MCCIIEeI0BAaHUE YPOBHS
UMMYHOTTIOOYJIMHOB B KPOBH, HCCIIEOBAHHWE YPOBHS HMMYHOTJIOOYyJIMHA A B KPOBH,
UCCIIEJIOBAHUE YpPOBHS HMMMyHOrjaoOynuHa G B KpOBH, WUCCIEIOBAHHUE YPOBHS
UMMYHOTTI00yIMHa M B KpOBH, HCCIIEIOBaHHE MOHOKJIOHAIBHOCTH UMMYHOTTIOOYJIMHOB
B KPOBM METOJIOM MMMYyHO(HKCallMM, uccileaoBaHue ypoBHs C-peakTHUBHOro Oenka B
CBIBOPOTKE KPOBH, MCCJIEIOBAHKE TaparnpoTenHOB B Moye [16-18].

YpoBenb  yOenureqabHocTH  pexoMeHganuii C  (ypoBeHb  JOCTOBEPHOCTH
JA0Ka3aTeJbCTB — 4)

KommenTapuu:  guiisnennvie  usMeHeHus:  NO36OAAM  UCKAIOYUMb — CEKPeyuro
namonocudecko2o benxa, a makce onpeoerums maKmuKy conposooumenbHoUu mepanuu
Ha pasHulx smanax npoeedenus cneyuguueckou mepanuu MJ[C.

Bcem mammentam ¢ momospenuem Ha MJIC m MJIC/MIIH, a Takxe mpu TOSBICHUU
CUMIITOMOB, XapaKTEPHBIX JUIsI ayTOUMMYHHBIX 3a00J€BaHUNM COECIMHUTEIHLHON TKaHW,

peKkoMeHAyeTcsl:  ONpelelieHne  aHTUCTpenTonu3nHa-O B CBIBOPOTKE  KPOBH.
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Omnpenenenue cofepxKaHusi peBMaTOUIHOTO (pakTopa B KpoBU. OmpeielieHue conepKaHus
antuten kK JIHK HaTUBHOM sl TMarHOCTUKU ayTOMMMYHHBIX 3a0oeBanuii [19].
YpoBenb  yOenurteqabHocTH  pekoMeHgauuii C  (ypoBeHb  JI0CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Kommenrapuu: aymoummynnvle 3abonesanus coeOUHUMeENbHOU MKAHU HEPeoKo
npomexkaom ¢ YUMONEHUYeCKUM  CUHOPOMOM,  4mo  mpeOyem  NpoGeOeHuUs
oughgpepenyuanvron ouacnocmuxu M/[C u MJIC/MIIH, ¢ mo sce spems npu MJIC ¢ 10%
cnyuaes u XMMJII sviasnaromes cumMnmomsl U mMapkepvl aymOUMMYHHbIX 3a001e8anull
COeOUHUMENbHOU MKAHU.

Bcem manmentam c¢ monmo3penuem Ha MJIC u MIC/MIIH u Bo Bpems nanbHEHIIEro
JedeHns He MeHee | pas3a B IO peKOMEeHIYIOTCSl OlpeesieHne anTuten kiaccos M, G
(IgM, IgG) x Bupycy ummynoaedunuta yenoseka BUU-1/2 (Human immunodeficiency
virus HIV 1/2) B kpoBH; MOJEKyIsIpHO-OMOJIOTMUECKOE HCCIEI0BAHNE KPOBU Ha BHUPYC
renatuta B (Hepatitis B virus) u Ha Bupyc renatura C (Hepatitis C virus); onpeneneHue
a"TuTeln K 61eHou TpernoneMe (Treponema pallidum) B KpoBH; A1t UCKITIOYSHUS HATTMYHUS
comyTCcTBYyHOIIEH maronoruu [1, 2, 4, 5].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii  C  (ypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KoMmmeHTapuu: 01 uckirouenus yumonenuu, cés3anHol ¢ unguyuposanuem BUY, npu
8bIAGNICHUU — NOJNONCUMENbHbIX — MAPKepo8  —  HAYAA0  NPOMUBOBUPYCHOU U
anmubaxmepuanvrol mepanuu. IIpu nodo3peHuu Ha Harudue 0CMpo2o Ul XPOHULECKO20
BUPYCHO20 2enamuma nPo8oOUMCs MOIEKVIAPHO-010I02UYecKoe UCCIe008aHUe KPOBU HA
supyc eenamuma B (Hepatitis B virus) u MonekyisapHo-0uoiocuieckoe ucciedo8anue
kposu na eupyc cenamuma C (Hepatitis C virus). Ilpu eviséienuu noaoxicumenbHvlx
Mapkepos — Hauanio nPoOMmuUBOSUPYCHOU mepanuu.

[NaruenTam ¢ AIUTENBHOM IIUTONEHUEH NpPU HAJIMYMU SMU30/0B cyOdeOpunpHOi wmin
(hebpunpHOI Muxopaaku as Bepudukanun auaraoza MJIC nnmu MJIC/MITH, a Takxke mpu
npoenennu tepanuu MJIC ¢ 1enbio UCKIIIOYEHU HAJTMYKS COIMYTCTBYIOIIECH MaTOJIOTHU
PEKOMEHYIOTCS MOJIEKYISIPHO-OHMOJIOTMUECKOE UCCIIeJOBAaHUE KPOBU HAa BUPYC MPOCTOTO
reprneca (Herpes simplex virus); ompeneieHue aHTUTEI K BHUPYCY IMPOCTOrO repreca
(Herpes simplex virus) B KpOBU; MOJIEKYJIIPHO-OMOJIOIMYECKOE UCCIIEJOBAHUE KPOBH Ha
nutomeranoBupyc (Cytomegalovirus); onpenenenue antuten kinaccoB M, G (IgM, IgG) k
Bupycy DmmreitHa—bapp (Epstein—Barr virus) B kposu [1].

YpoBenb  yOeaurTeqabHocTH  pekoMeHaanuii C  (YypoBeHb  /10CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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KomMeHTapuu: npu 6visgneHuy noiodCUmenbHulX MapKepos U HATUYUU XAPAKMEPHOU
KAUHUYECKOU KapMUHbL — HA4aa10 NPOmueosUpyCHOU mepanuiu.

Bcem marmentam ¢ Hb<100 r/nm u xpacHbiM pocTkoM MeHee 10% pekomeHayercsi
MOJIEKYJIIPHO-OMOJIOTHYECKOE HCCiIeIoBaHne nepudepuyeckoil U MyrnoBUHHON KPOBU Ha
napsoupyc B19 (Parvovirus B19), wmonekynsipHo-OuonIOruuyeckoe MccleoBaHNe
BOPCHHOK XOpHUOHa, OMONTATOB IUIAIEHTHI, MyHKTaTOB KOCTHOTO MO3Ta Ha MapBOBUPYC
B19 (Parvovirus B19) nns onpenenenust Hanuuusi HHGUUIMpPOBaHUs napBosupycom B19
[20], a Tak ke onpenenenue antuten kiacca G (I9gG) u xkimacca M (IgM) k mapBoBupycy
B19 (Parvovirus B19) B kpoBH.

YpoBenb  yOeaureqabHOcTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — O

KommenTapuu: npu evisgnenuu nonioxicumenbHvlx Mapkepo8 — HAYal0 cneyuguieckou
mepanuu.

[NanenTam ¢ U30IMPOBAHHON aHEeMHEH, 0COOEHHO B MOJIOJIOM BO3pacTe, MPU HATUYUU
MPHU3HAKOB TeMmoim3a s Bepudukanmuu nuarnoza MJIC, a Takxke TpH TOSBICHUU
NPU3HAKOB TE€MOJIM3a B TpOIecCe TEpalud PeKOMEHAYeTCsl BbISIBICHHE THUIIOB
reMoryioOMHa M KOJIMYECTBEHHAsl OLIEHKA COOTHOIICHHUS TUIIOB reMorioouHa [21].
YpoBenr  yoeautenabHocTH  pexkomengamuii  C  (YpoBeHb  [10CTOBEPHOCTH
J0Ka3aTeJbCTB — 4)

KomMeHTapuu: guinonnenue 0anHo20 uoda uccie0o8aHus 603MOMCHO MOAbKO 8 HAYUHbIX
yenmpax.

[MauvenTam, y KOTOPBIX HpPHU LUTOXHUMHUYECKOM HCCIEIOBAHUU SPUTPOKAPUOIIMTOB
onpenensitorcs KC Oonmee wem B 15%, s uckitodeHust AepUIMTa WIA H30BITKA
MHUKpPO3JIEMEHTOB C Ienbl0  AuddepeHinanbHOol  TUATHOCTUKH — PeKOMeHAyeTcs
UCCIIeIOBaHUE YPOBHEH MEIM U IIMHKA B KpoBH [22, 23].

YpoBenb  yOeaureqabHocTH  pexoMeHganuii C  (ypoBeHb  JOCTOBEPHOCTH
0Ka3aTeJbCTB — 4)

KomMeHTapuu: npu evisgnenuu usmeHeHull — npogeodenue ux Koppexkyuu.

Bcem manmmeHTaM C [OWATONEHWYECKAM CHHIPOMOM, a TaKke NpU JTUTEITHHOM
HaOJI0IEHUH, peKOMEHAYeTCsl HccieIoBaHue ypoBHs TupeoTponHoro ropmona (TTT) B
KPOBH, Ul UCKJIIOUEHHs TUIIOTHPEO3a B paMKax AudQepeHnnanbHOil TUarHOCTUKUA H
ayTOMMMYHHOTO TUpeouauTa [5, 24].

YpoBenb  yOeauTenbHOCTHM pekoMeHaanumid B (ypoBeHb  J0CTOBepHOCTH

JA0KA3aTeJbCTB — 3)
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KomMmeHnTapuu: npu evisignenuu usmeneHuul — npuem (ocmomp, KOHCYIbmayus) epaqa-
9HOOKPUHON02a NEPEUYHDBLU U NPOGedeHUe Mepanuu.

Bcem mnammentam ans Bepudukanuu auarHosa, ONpPENENICHUs TPYNNbl pUCKA IO
MPOrHOCTUYECKUM IIIKalaM, BbISIBIEHUS mporpeccuu 3abosneBanus B MJIC ¢ u30bITkOM
omacroB, B MIAC/MIIH wumu B OJI, koHCTaTauu AOCTHXKEHUS PEMUCCHU WIH
PE3UCTEHTHOCTH K MTPOBOIMMON Tepanuy peKOMeHIYITCS MOTyYeHUE [IUTOIOTHUECKOT0
mpernapara KOCTHOTO MO3ra IMyTeM ITyHKIWU TPYAWHBI WM TIOAB3AOIIHONH KOCTH C
MOCTIeYIOIUM LUTOJOTHYECKUM uccienoBanueM Maska KM (muenorpamma). Ilpu
MOJIYYEHUH «CYyXOTo» IIyHKTaTa - IIUTOJIOTMYECKOE HCCIeJ0BaHUE OTIEeYaTKOB
TpermaHooHnonTaTa KOCTHOro Mo3sra [25-28].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (ypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

Kommenrapuu: noocuem nanuuus u 6ulpadcenHocmu OUCHAASUU 6 NPOYEHMHOM
COOMHOULeHUU HeoOX00uM 015 gepugurayuu OUazHo3a U npu NOOO3PEHUU HA NPOSPECCUro
3a60/1e8aHU.

[MaruenTam, y KoTopbIxX npu uccienoBanny KM BbisBIIeHA JUCIIIA3US JIUIIb B OJJHOM M3
POCTKOB KpoBeTBOpeHUs1 MeHee ueM B 10% KJIeTOK, HET yBeTUYSHHS KOJIMYeCcTBa 0J1acTOB
B nepugepuyeckoil kpou wim KM, KC cocraBmstor meHee 15% OT 3pUTpOMIHBIX
NPEAIIECTBEHHUKOB W HE BBIIBICHO IUTOTCHETHYECKUX AaHOMAIHA, PeKOMeHAYeTCs
MOBTOPHOE MOJyYeHUE IIUTOJIOTHYECKOro Ipernapara KOCTHOIO MO3ra MyTeM IyHKIHH C
MOCJICAYIOIIUM ITUTOJIOTHUECKUM HccieoBaHneM Maska KM (muenorpamma) depes 1-6
MECSIIeB, B 3aBUCUMOCTU OT JWHAMUKU KIMHUYECKUX MPOSBICHUN 3a00ieBaHUs, Ui
OKOHYATEJIbHOW BeprduKanuu auariosa, sirodas MJIC [25-27].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KomMeHTapuu: makue nayuenmvl, Kax npasuio, uUMeom YMEPeHHVIO YUMONEeHUio, U
bvlicmpoe npoepeccuposanue 3a601e8aHUA Y HUX MALOBEPOSMHO.

Bcem manmentam s Bepudukanmumu awmarnoza MJAC u MJIC/MIIH, BbisiBIeHus
IpoTrpeccuu 3a00JeBaHUs M B psjie CIy4aeB JUIs OLEHKH 3((eKTHBHOCTH Tepamuu
peKoMeHAyeTcsl UCCIIEJOBAHNE KOCTHOTO MO3ra Ha CHUICPOIUTHI U CUACPOOIACTHI IS
BBUIBJIGHUS. M TIOJCYETa KOJIBLEBBIX CHUAEPOOIACTOB OT OOIIEro KOJUYECTBa
PUTPOKAPUOIIUTOB, MPU KOJTUUECTBE OIACTHBIX KIETOK MeHee 5% U SPUTPOUIHOM POCTKE
ot 10% u 6onee [27-29].

YpoBenb  yOenurTeqabHOCTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — D)
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KomMeHTapuu: ¢ ykazanuoil yenvio npumeHsemcs peakyus ¢ oepaunckou nazypwlo. Ha
OCHOBAHUU NOLYYEHHBIX PEe3YIbmamos npouzeooumcs onpeoenenue sapuanma MIAC unu
MJIC/MIIH, u 8b160p makxmuxu mepanuu.

Bcem nanuenTam ¢ KOJM4ecTBOM O1acTHBIX KiIeToK oT 5,0% 10 9,9% nns Bepuduxanuu
Bapuanta MJIC wnmum XMMIJI pexkoMeHayeTcssi UIHUTOXMMHYECKOE HCCICIOBAHUE
MHUKpOTpenapara KOCTHOTO MO3Ta JJis BBISIBICHUS Malouek Aydspa B OJACTHBIX KIETKaX
[27-29].

YpoBenb  yOenuTenbHOocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH
J0KA3aTeJbCTB — D)

Kommenrapuu: /[ns 6Oonee mounoco onpedenenus eapuanma MIC u MJC/MIIH
yenecoobpasHo NPoeecmu YUMOXUMULECKVIO PeaKyulo Ha MUEIONepoKcuoasy 0 ayuien
suzyanrusayuu naioyek Ayspa.

Bcem nmanmeHTaM pekoMeHIyeTcsl IINTOTeHETHIECKOe MCCieIoBaHne (KapUOTHII) KIIETOK
KM nns Bepudukanuu nquarsosa MJIC wnn MJIC/MIIH, onpenenenus rpymmnsl pucka B
COOTBETCTBUU C KPUTCPUSIMH IPOTHOCTHYSCKUX IIKAJI, BBISABICHHUS KJIOHAJILHOM
9BOJIIOINH, KOHCTATAI[MH JOCTHKEHHS IIUTOreHeTHueckoit pemuccuu [9, 30-38].
YpoBenb  yOenutenbHocTH — pexkoMenaauuii  C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

KomMmenTapuu: 6 coomeemcmeuu ¢ 6biA61€HHLIMU USMEHEHUAMU Kapuomuna 6yoem
onpeodensimocs apuanm M/C u pewiamvcs 6onpoc 0 maxkmuke mepanuu.

Bcem manpeHTaM ¢ HOpMaJTbHBIM KapUOTHIIOM, TOBTOPHBIM OTCYTCTBHEM MHTO30B IIPH
BBITIOJTHEHU U IUTOT€HETHYECKOTO MCCIEA0BaHus (KaproTUIa) HA MOMEHT Bepu(UKAIINK
JIMarHo3a, MPH MaJlOM KOJHMYECTBE MHTO30B WM MajlOM KOJHYECTBE aHOMAIBHBIX
MHUTO30B, HE MO3BOJISIFOIIMM AUATHOCTUPOBATH AHOMAIMH KapHOTHUIIA, IS BepUPUKAIIUU
muarHoza MJIC wim MJIC/MITH u onpeneneHus rpynibl IPOTrHO3a, a TAKKe IS OLEHKH
sbdexruBHocTH Tepanuu MJIC, npu HamMUMU BO3MOXKHOCTH, PeKOMeEHAYyeTcs
MonekynspHo-tuTorenernueckoe uccienoranne (FISH-meron) na onny napy xpomMmocom
JUIS BRISIBIICHUS aHoMaiuii 5, 7, 8 (TONBKO MpH OTCYTCTBMHM MHUTO30B), 3, 17 u Apyrux
xpomocom [39].

YpoBenb  yOenuTeqabHOCcTH  pekoMeHaanuii C  (ypoBeHb  JI0CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

KomMeHTapuu:  goiasieHue  CKpblmolX — AHOMAAUN — KApUOMUNA — NOMo2aem
sepughuyuposamv éapuanm 3a001e6anus u onpeoeisem 8vloop maxmuku mepanuu. Ha
Ce200HAUHUL OeHb B03MONCHOCMb 8bINOJIHEHUS OAHHO20 8U0A UCCIe008AHUSL eCTNb MONbKO

8 HAYYHBIX YEHMPAX Uil 6 psoe CNeyudIusupo8anHuix 1a6opamopuil.
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Bcem manueHntaM peKOMeHAYKHTCSl IOJNy4YEHHE THUCToJormyeckoro mnpenapara KM
(TpemaHoOHWoOIICHS) W TMATOJOT0-aHATOMHYECKOE  HCCIEeNOBaHUE  OWMOTICHITHOTO
(omepanmonnoro) marepuana KM mns Bepudukamuu muarsosa MJIC umu MJIC/MITH,
JMHAMHYECKOTO HAONIOJCHUS; B CIOXKHBIX ciaydasx mauarHoctuku MJIC Ge3 u30bITKa
OmactoB Juisi  BepudUKAIMM JUarHo3a W TPH  HEOOBACHHUMOM  YCYTyOJIICHHH
[UTOTICHUYECKOTO CHUHIPOMAa BO3MOXHO BBHIMOJTHEHHE TAHHOTO HCCIEAOBAaHUSA C JBYX
cropos [9, 40-44].

YpoBenb  yoeauTeqbHOCTH  pexkomenganmuii C  (YypoBeHb  I0CTOBEPHOCTH
JA0Ka3aTeJbCTB — 4)

Kommenrapuu: namomopghonocuueckoe uccnedosanue KM nossonsem eepughuyuposamo
ouaznoz MJ[C unu MJC/MITH, svisisums cucmonozcuueckue ocobenHocmu 3a001e6aHus u
oughghepernyuposanHo nooxooums K 8bl00py mepanuiul.

Bcem mannentam Ha MmoMeHT Bepudukanuu M/IC i MJIC/MIITH, a Takxe B npoiiecce
JedeHuss W Tporpeccud 3aboyeBaHMs, B Ciydasx, TpeOyromux Oonee TOYHOM
Bepuukanuu n3MeHeHn B KM (Hanudne TUCIUTACTUIHBIX METaKapHUOIMTOB, AaTHITHIHO
PacCTIONOXKEHHBIX HE3PENbIX MPEANIECTBEHHIUKOB U KJIETOK C OacTHOM Mopdosorueii, mpu
Hanuuuu Gulpo3a cTpombl U JUM(OUAHBIX CKOIJICHHI) peKOMeHayeTcsl I1aToJIoro-
aHAaTOMHUYECKOe HccieoBaHle OuoncuitHoro (omepamuoHHoro) warepuanra KM ¢
npuMeHeHreM ummyHoructoxumuueckux (UI'X) meronos [9, 45-47].

YpoBenb  yOenurTeqabHOCTH  pekoMeHpamuii C  (ypoBeHb  J10CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommentapuu: namono20-aHamomuieckoe uccireoosauue buonculinozo
(onepayuonno2o) mamepuana KOCMHO20 MO32a C NPUMEHEHUEM UMMYHOSUCTOXUMUYECKUX
memooos UI'X uccnedosanusa npu  MJC  uwu MIAC/MIIH nposoosm Ha cpe3ax
napagunosvix 6710k08 mpenarnoouonmamos KM. Anmumena x CD34 npumensiom 071
BU3YATUZAYUU U NOTYKOIUYECMBEHHOU OYEHKU KIemoK ¢ O1acmHolU Mopgonozuell 6He 30H
snoocma, aumumena k CD61/CD42b ons uoenmughuxayuu Kiemox me2axapuoyumapHozo
POCMKA, BbLABIEHUS Me2aKapuoO.1acmos, Me2akapuoyumos HeboIbuux pasmepos ¢ MOHO-
OUNOOYIAPHBIMU AOPAMU, MUKPODOPM (npumedarHue — 2unoiooyispusie 10pa He ume.m
CamMocmosimenbHO20 OUACHOCMUYECKO20 3HAYeHUs. ~ KAK  NPU3HAK  OUCHAA3UU
Me2aKapuoyumapHo20 pocmka, JIyduie SMmom MeEPMUH pexce UCNOIb308aMmb, MaKue
KIeMmKU Yacmo 6CMmpeyaromcs cpeou Me2akapuoyumos 6 cmapuieti 603pacmHuol epynne,
npu aymouUMMYHHBIX 3a6o01.). Taxoce npu UMMYHOSUCTOXUMYECKOM
UCCTIe008AHUU MONCHO BblA8UMb. cHudicerue sxcnpeccuu TdT+, CDI19+ u PAXS5+, umo

xapakmepro ona  MJ[C; npu ougpgepenyuanvnou  OuacHocmuke — HPUSHAKU
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MOHOYUMAPHOU OupphepeHyuposKy npu «1e6oM cO8uce» pamyioyumapHo20 poCmKa ¢
XPOHUUECKUM MUETIOMOHOYUMAPHBIM JIetiko30M, 3abonesanuem u3z epynnsvi M/{C.
Pexomenoyemas nanenv ammumen 0af NAMONO20-AHAMOMUYECKO20 — UCCAEO08AHUSL
ouoncutinoco  (onepayuoHHO20) Mamepuala KOCMHO20 MO0324 C  NpUMEHeHUem
U UMMYHOSUCMOXUMUYECKO20 Memood UCCIe008aHUS npu nposedeHu
ouppepenyuanvrou ouacnocmuxu MJ]C credyrowas:

— 2PAHYIOYUMAapHslll pOCMmoK — muenronepoxcuoasa (01 MJ[C xapaxmepHo cHudiceHue
UHMEHCUBHOCMU  IKCHPECCUU  MUETONEePOKCUOA3bl U  KOIUYECMBAd  NOLONCUMETbHBIX
KIemoK);

— monoyumapnwiti pocmok — CD14, CD68 (PG-M1), CD163, auzoyum;

— 3pumMpoOUOHbLL pocmok — cemoenobun, CD71, enukogopun A unu C;

— mezakapuoyumapnsiii pocmok — CD61, CD42b,

— He3penvle kiemxu ¢ onacmuou mopgonocueti — CD34 u/unu CD117/CD34 (8 couemanuu
¢ CD71 ona euzyanusayuu He3peavlx 3pumpouoHvlx npeouleCmeeHHuKos) u op.

-okpacka no I'omopu — 0na evlAIeHUs Pudbpo3a cmpomvl KOCMHO20 MO32d.

B nuarHocTruecku CIOXKHBIX CITydasx MmamnueHTam rnpu nogo3peauu va MJIC, MJIC/MITH
U TpU TMPOTPECCHH 3a0O0JIeBaHUs, IPU HATUYAA BO3MOXKHOCTH B J1abopaTopuu
peKoMeHayeTcsi UMMYHO()EHOTUITUPOBAHHE F'EMOITOITHIECKUX KIICTOK-TIPEAIIECTBECHHUI]
B KOCTHOM MO3T€ JUIsl BBISBICHHS MapKEpOB TeMOOJIACTO30B H  BBISBIICHHS
UMMYHOJIOTHYECKUX TIPU3HAKOB IUCIUIA3WH, a TaKkKe ONpEACICHUS MapKepoB
MUHUMAJIBHONH  OCTaTO4HOW OOJIe3HM TIpH TeMo0JiacTo3ax IMOCle  MPOBEACHHUS
cnenuduyeckoit repanuu [48-53].

YpoBenb  yOenuTeqbHOCTH  pekoMeHaaumid B (ypoBeHb  1ocTOBepHOCTH
JA0KA3aTeJbCTB — 3)

Kommentapuu: UMMYHOGeHomunuposanue 2eMON0IMUUECKUX K1emoxK-
npeouleCmeeHHuY 6 KOCHMHOM Mo32€ NO0360/15em Onpeoeiums KOHKPemHble U3MeHeHUs
KIemoK OmoenbHblX pocmkog kposemgopenuss KM. Hu ooun usonuposanHulil
UMMYHOEHOMURUYeCKUull napamemp He 00KA3A1 C8010 OUACHOCMUYECKYI0 3HAYUMOCHb
ona MJ[C, Ho ¢ nomowpio anamu3a KOMOUHAUUL OMOENbHbIX NPUSHAKOS BGO3MONCHO
omauyums 3mo 3abonesanue om opyeux 6uoos yumonenuu. OOHAKO, OAHHBIU Memoo
OUACHOCIUKU OOCMYNEH MOIbKO 8 (hedepalbHbIX YeHMPAxX Ui 6 PAMKAX KIUHUYECKUX
Ucc1e008anui.

BceM mnamueHTaM ¢ MOHOUMTO30M Oonmee 1x10%m B kpoBM pekomenayercs
UMMYHO()EHOTHITHPOBAHUE OWOJIOTHYSCKOT0 MaTepHalia JiIs BBISIBICHUS MapKepoB

remMo0J1acTO30B U ONPEIEIICHUS IOJU KIACCHUECKUX MOHOIIUTOB B KpoBH [121, 122]
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YpoBenb  yOeauteabHocTH  pekomenaauuid C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenrapuu: uvvynogenomunuposanue duonocuveckoeo mamepuana OJisl 6blaeleHUs
Mapkepos — 2eMo01aACmo306 — NO360J5lem  ONpedesiums  KOIUYeCmso  KIACCU4ecKux
monoyumos (CD 14+, CD16-) cpedu ¢pparyuu 3penvix MOHOYUMOE 8 Kpo8uU, KOmopbvie 6
oonvuuncmee cnyuaes XMMJI cocmasnarom >94%.

Bcem namuentam ¢ moarepxkaeHHbIM auarnozoM MJIC wmm MJIC/MITH npu Hanugaum
BO3MOXKHOCTH B J1aDOpaTopud  PeKOMEHAYeTCs  MOJEKYJISPHO-T€HETHUECKOe
nccnenoBane wmyranuii B reHe SF3B1 B KpoBH, MOJIEKYJISIPHO-TE€HETHYECKOE
uccrienoBanue mytanuii B reue TP53 B kpoBH, MOJIEKYJISIPHO-TEHETUUECKOE UCCIIEI0OBAHNE
myTtanuii B reme FLT3 (mpu OmactHeix kieTkax ot 10% wu Gojee), MOJEKYISIpHO-
reHeTuyeckoe uccienoBanue mytanuii B reHe KRAS B OuorncuitHoM (omepainrnoHHOM)
MaTepualie, MOJEKYJSIPHO-TEHETHYECKOe HcclienoBanne myrtanuii B reHe NRAS B
OuorncuitHOM (OTMepalMoOHHOM) MaTepuaje, MOJEKYJISIPHO-TEHETUYECKOE HCCIIeI0BAaHUE
mytauuii B rene CEBPA B kpoBH, MOJIEKYJIIPHO-T€HETUYECKOE UCCIIEIOBAaHNE MyTallUi B
redie IDHI B OworncuitHOM (OTMEpallMOHHOM) MaTepualie, MOJICKYJISIPHO-TEHETHUECKOE
uccienoBanue Mytanuid B reHe IDH2 B OuomncuitHom (omepaliioHHOM) MaTepuale,
MOJIEKYJIIpHO-TEHEeTUUeCKoe uccienoBanue mytauu rena NPM1 (aykineodocmun 1) B
KOCTHOM MO3T€ WJIM MOJIEKYJISIPHO-TEHETHYECKOE HCClieJoBaHne MyTaluil B rene NPM 1
METOJIOM CEKBEHUPOBAHUS TAKXKE MOJIEKYJISIPHO-TEHETHUECKOE HCCIE0BaHNE MyTalllil B
npyrux rerax (ASXL1, ETV6, RUNX1, GATA2, DNMT3A, TET2, SRSF2, EZH2, U2AF1,
CBL, MLL SEPBP1, UBA1) B kpoBu miu KM u onpezencHus mporao3a 3aboneBanus [5,
54-56, 155]. YpoBenb yoenuTtebHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH
J0KA3aTeJbCTB — 4)

KommenTapuu: oauwusiti mMemoo OuacHOCmMuxu OOCHMYNeH mMoOIbKO 6 (hedepaibHblx
yewmpax uid 6 pamKax KIUHU4Yeckux ucciredoganuti. Ilpu nanuyuu ungopmayuu o
MYMAYUuoHHOM Cmamyce 603MONCHO OoNlee mouHo onpedenums npocros MIAC u
MJIC/MIIH.

Mamuentam ¢ MJIC, npoTekatonum ¢ GuUOpPO30M CTPOMBI, WIH MPH TPOMOOIUTO3E, a
TaK)ke BceM ManueHtam ¢ nogo3pennem Ha MJIC/MITH pexkomeHnayercst MOJIEKYJIsIpHO-
TeHEeTUYECKOE HCClIeloBaHue MapkepoB Ph-HeratuBHBIX MuenonpoiaudepaTuBHBIX
3a0oneBanuii (Mytauuu B reHax Jak2, MPL u CALR) nmns ompeneneHus BapuaHTa
3a0oJieBaHMs, POTHO3a U BBIOOpA TaKTHKH Tepanuu [57, 58].

YpoBenb  yOenurTeqabHocTH  pekoMeHaauuiik C  (ypoBeHb  JI0CTOBEPHOCTH

J0KA3aTeJIbCTB — 4)
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Bcem mammentam ¢ momo3penuem Ha MJIC/MIIH pexkomenayercsi omnpeencHue
skcripeccun  MPHK BCR-ABLp210 (koinM4yecTBEHHOE), MOJEKYJISIPHO-TEHETUYECKOE
uccienopanne wmyrtanuid B reHe PDGFRA, a Takke MONEKyJIApHO-TEHETUYECKOE
uccnenoanne mytanuii B renax PDGFRB, FGFR1, PCM-JAK2 st uckimtoueHus Ipyrux
MUEITONPOIH(epaTHBHBIX HOBOOOpa3zoBanwuii [120].

YpoBenb  yOeaureqabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Bcem nanuentam Moisioxxe 40 jeT ¢ MOJO3pEHHEM Ha KOHCTUTYLIMOHAJIBHBINA XapakTep
arjia3uyd  KPOBETBOpPEHHMs, TmpeamecTByoniein pasputuro  MJIC, pexomeHayercs
IIUTOTCHETHYECKOEe  HucciegoBanue  (kapuotun)  kpou. JIDBb-tect  (tect ¢
JMAITOKCHOYTaHOM) JUTs HCKJTFoUeHus anemMuu Dankonun [59].

YpoBenb  yoeauteqabHOCTH  pexkomenganuii C  (ypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

[Narmentam MJIC 13 rpynmsl IpoMeXyTOUYHOTO, BHICOKOTO M OUY€Hb BBICOKOTO PUCKA I10
IPSS-R, MJIC/MITH: XMMIJI-2, rpymma Beicokoro pucka, aXMJI (cm. pazmen 7.1 maHHbIX
peKOMeHIalnii), KOTOpblE MOTYT paccMaTpUBAaTbCI B KadyeCTBE KAHAWJATOB JIJIS
BBIITOJIHEHUS TpaHCILIaHTalk KoctHoro Mo3ra (TKM) — oT poACTBEHHOro WM
HEPOACTBEHHOI'O JIOHOPAa PEKOMEHIAyeTCs MOJIEKYJISIPHO-TEHETUYECKOE HCCIIEJOBaHHE
rucrocopmectuMmocTt (HLA BBICOKOTO pa3perieHus Ipyu MOMOIIU CEKBEHUPOBAHUS) JUIsS
noabopa oHopa KocTHoro mosra [1, 4, 5, 60].

YpoBenb  yOenutenbHocTH  pexkoMeHaanuii C  (YypoBeHb  10CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenrtapuu: munuposanue nayuenmos ¢ MIAC u M/C/MIIH u nomenyuanbHvix
poocmeenuvix 00Hopos no HLA-aunmueenam I u Il kniacca nposooumcs ¢ yeivio noucka
UOEHMUYHBIX NO AHMULEHAM MKAHeol coemecmumocmu nap 0as npogedenus TKM..
Llenecoobpaszno makdice mMunuposanue peyunuesmos, He UMeWUX HOMeEeHYUANbHbIX
POOCMBEHHBIX OOHOPO8, Ol OCYWECMBEIeHUsl NOUCKA HePOOCMBEHHO20 O00HOpaA 6
POCCULICKOM U MENCOYHAPOOHOM PecUCPAX.

Bcem mamumentam MJC u MJIAC/MIIH, xoTOphIM TIUIaHHpPYETCS TPOBEACHHUE
3aMECTUTENIbHON Tepamuy KOMIIOHEHTaMHU KpOBH, PEKOMEH/yeTcsl OIpe/eieHHe
ocHOBHBIX rpynn mo cucreme ABO, anturema D cucremsr Pesyc (pesyc-daxtop),
¢enotruna no antureHam C, c, E, e, Cw, K, k u onpenenenune aHTHIpUTPOLUTAPHBIX
AHTUTEJN C TETBI0 MOoA0Opa TPaHCHY3HOHHBIX Cpell 1 MUHHMH3ALUU TpaHC()Y3MOHHBIX

peaknuii [61].
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YpoBenb yOeaureqbHocTH  pekomeHaauumii C  (ypoBeHb  [10CTOBEPHOCTH
JI0Ka3aTeJbCTB 5)

Kommenrapuu: yuumuvigas evicokylo uacmomy cemompanc@ysuul u pazeuearouuecs
8NOCIEOCMBUU CEHCUOUNUZAYUIO K OOHOPCKUM KOMNOHEHMAM KPOSU U I3PUMPOYUMAPHBILL
XUMepusm, 2eMompanc@y3uu ciedyem nposooums ¢ yuemom penomund.

Bcem mamueHTam mnpu TPOBEACHUHM Tepamuu HIHUKIOCIOPUHOM™*  peKoMeHIyeTcs
MCCIIeI0BaHKUEe YPOBHS IUKJIOCIIOpUHA A, 1S T0A00pa ONTUMATbHO# 1036l ITpenapara [1].
YpoBenb  yOenureqabHocTH  pexoMeHgammii C  (YpoBeHb  JOCTOBEPHOCTH
J10Ka3aTeJIbCTB 4)

KommenTapuu: yuumoieas unousuoyanivhvie 0cobeHHoCmu noobop onmuManbHoU 003bl
YUKTOCNOPUHA NPOBOOUMCS C Y4emoM OUOXUMUYECKUX nokazamesneu Kposu (ypoeeHs
MOYEBUHBL 8 KPOBU, YPOBEHb KPeamUHUHA 8 KPOBU, YPOBEHb 00ue20 ounupyouna 6 Kpoau,
VPOBEHb C80OOOH020 U CBA3AHHO20 OUNUPYOUHA 6 KPOBU) U YPOBHS YUKIOCNOpUHA A,
onmumanvuuim cyumaemcs ypogeenv om 100 0o 400 ne/ma.

Bcem nanmenTam mocie CIuIeHPKTOMUH 1 OMOTICHH TIEUYeHH PEeKOMEHAYIOTCH TaToJIoro-
aHaTOMHUYECKOE HMCCle/I0OBaHue OMONCUIHOTO (ONepallMOHHOI0) MaTepualia Celle3eHKU U
MaTOJIOr0-aHATOMUYECKOE HCCIe0OBaHuE OWONCHUHOTO (OMEepaluoHHOTO) MaTrepuaia
neuenu [9, 40-44].

YpoBenb  yOenutTenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

Kommenrapuu: cucmonocuveckas kapmuna  YOanieHHOU  cele3eHKU  NOo38071em
noomeepoums ouacnos MJIC unu MC/MIIH, évis6ums npusnaxu 6mMmopuyHoll nepecpy3Ku
JHcene3oM.

Bcem manuenTam mocne CIUICHIKTOMUU C OHOINCHEW MEeYeHW MNpH TOJ03PEHUU Ha
WHQWIBTpAKi0  ONacCTHBIMH  KJIETKAMH WM  HAJIMYHE JIPyroro  3a0oJeBaHUs
pexoMeHayeTcs MaTOJIOT0-aHATOMUYECKOE UCCIIEIOBaHHE OuoncuitHoro
(omepamMOHHOTO) MaTepuanga Cele3eHKM ¢~ OWomnTaTa MeYCHW ¢ IPUMEHEHUEM
UMMYHOTHCTOXHMMHYECKUX MeToIoB [9, 45-47].

YpoBenb  yOenuTenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

KommenTapuu: NAmon020-aHaAMoOMUYECKOe uccredosauiue OuoOncutiHo2o
(onepayuonnozco)  mamepuana cene3eHKu u neuexu c npuMeHeHuem
ummyHnozucmoxumuveckux memooos npu MIAC umu MIAC/MIIH npogodsm na cpeszax
napagunosvix 010K08 cenesenku u newenu. Aumumena x CD34 npumenstom Ons

guzyamuzayuu U NOIYKOIUYECMBEHHOU OYeHKU KlemoK ¢ Onacmuou mopghonocuel,
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monoyumos - CD14, CD 16, auzoyum. I[Ipu nooospenuu na opyaue 3a001e8anus NaHeb

UMMYHOCUCMOXUMUYECKUX MAPKEPOB 3a6UcCUm onl 0M¢d)€p€H1/;uaﬂbH020 noucka.

2.4. NHCTpYMEHTAJbHbIE TMATHOCTHYECKHE MCCIEI0BAHNS

HUncempymenmanvhoie Memoobl uccned08anus Nn03801510M npo8ooums
oughghepeHyuanbHyo OUacHOCMUKY YUMONeHUYecKo20 CUHOPOMA U YUMO308, A MAaKi#ce
sbL8UMb Hanudue conymemesyioujeu namonozuu npu MJJC [1-5].

Bcem manmentam ¢ momospenuem Ha MJIC u MJIC/MITH pexkomeHnayeTcsi BHITIOJHEHHE
yJIbTPa3BYKOBOTO HUCCJCIOBAaHHUS OPraHOB OpIOMIHOW TMOJOCTH  (KOMILIEKCHOTO),
yIBTPa3BYKOBOTO HCCIICIOBAHMS ITOYEK, YIBTPA3BYKOBOTO HCCIECIOBAHUS IIMTOBHIHON
JKele3bl M MapalluTOBUIHBIX JKele3, YIbTPa3BYKOBOTO HCCIEOBAHMSI OPTaHOB Majioro
Ta3a KOMIUIEKCHO€ (TpaHCBAarvHajlbHOE M TpaHCAOAOMUHAIBHOE) MJS JKEHIIUH MU
yJIBTPa3BYKOBOTO UCCIIEOBAHUS TPEACTATENIbHON JKele3bl, 3XOKapauorpaduu yis
OTIpeJIeIIEHUs COMyTCTBYIOMIeH maTonoruu [1, 120].

YpoBenbr  yOeautTenbHocTH  pexkoMeHaanuii C  (YypoBeHb  10CTOBEPHOCTH
J0KA3aTeJIbCTB — 5)

Kommenrapuu: V31U opeanos oprownou norocmu u 3a0pHOUUHHOZO NPOCMPAHCINEA
(neuenn, cenezenKa, NOOHCENYOOUHAS Hcelle3d, HCENYHbIU NY3bIPb, TUMPBaAmuyecKue y3vl,
6 mom uucie u nepughepuueckue) nposooumcs npu nooosperuu Ha MJC unu MJ/[C/MIIH,
8 npoyecce JeyeHuss Ol GLIAGNEHUA 2eNnamoCnieHOMe2anul, aumM@aceHonamuu u
namono2u Opy2ux HCUSHEHHO BAJNCHLIX OP2aHO8. [[lisl UCKII0UeHUs HATUYUs NAmoa0cuu
WUMOBUOHOI Jicene3bl (KOMOopas MOdicem NPOMeKams ¢ aHemuell U mpomooyumonenuetl)
npoBOOAM YIbmMpaA38yKOBOe UCCIe008aAHUe WUMOBUOHOU dHcele3bl U Napaujumo8uOHbLX
acenes. Y3U monounvix sncenesz unu mammozpaghuio — 0 UCKIIOUEHUS HOBOOOPA308AHUSL,
OxoKT ons oyenxu cocmosnus cepoedHo-cocyoucmoul cucmemnl npu nooosperuu na MJ{C
u 8 npoyecce e4eHusl.

Bcem manmentam ¢ nogospenuem Ha MJIC u MJIC/MITH pexkomeHnayeTcsi mpoBecHUE:!
MarHUTHO-PE30HAHCHOW TOMOTpaduy TOJIOBHOTO MO3Ta WM KOMITBIOTEPHOH ToMorpadun
rojoBHOro mosra i uckimoueHus: natojorun IHHC (B wacTHOCTH HOBOOOpa3oBaHMIA
ITHC), koTOpast MOKET COMPOBOKAATHCS IMTONIEHUYECKUM CUHAPOMOM [62].

YpoBenb  yOeauteabHocTH  pekomenaauuidi  C  (ypoBeHb  /10CTOBEPHOCTH
0Ka3aTeJbCTB — 5)

Bcem mammentam ¢ momospenmem Ha MJC wim MJIC/MIIH, a Ttakxke Ha Bcex

nociacAyromux oTanax JICUCHUA PEKOMEHAYETCHA  BLIIIOJIHUTDL: KOMHLIOTepHYIO
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TOMOTpar0 OPraHoOB I'PYAHOM MOJIOCTH (JUIs] UCKITIOUEHUS [TOPaXKEHUS JIETKUX U OPraHOB
CPEIOCTCHUS KaK BOCTIAIMTEILHOTO, TaK M HEBOCTIAIMTEILHOTO XapakTtepa) [1].

YpoBenb  yOenurTeqabHocTH  pekoMeHaanuii C  (YypoBeHb  J10CTOBEPHOCTH
0KA3aTeJbCTB — 5)

Bcem manmmenTam ¢ nogospenuem Ha MJIC nimun MJIC/MITH pexomMeHnayeTcsi BHITOTHUTH
a3o¢aroracrponyonenockonuio (OI'ZIC) ¢ moObIM UCClIeJOBaHMEM Ha BBHISBICHHE
Helicobacter pylori: mukpoOuomorudeckoe (KyJIbTypHOE) HCCIIEOBaHKE OHOMTaTa CTEHKH
xKelnyaka Ha xenmukoOakrep mwitopu (Helicobacter pylori) mim mukpoOuonorudeckoe
(KynbTypHOE) HCCleloBaHWE OWONTATOB CIIM3HCTOM JKeNyAKa XeNIUKoOaKTep MUIOpU
(Helicobacter pylori) wium MosekyJspHO-OMOJIOTHYECKOE UCCICAOBAaHHE OWONTATOB
CITU3UCTOM JKelyaKa Ha xenukoOakrep muiopu (Helicobacter pylori) mnu onpenenenue
JHK xenukobaktep mumopu (Helicobacter pylori) B Ouomnrtarax CIH3HCTON JKENTyIKa
merogoM [IIIP wiM MUKpPOCKONMMYECKOE HCCIEAOBAaHME MaTephana >KeilylKa Ha
xenukobakTep mutopu (Helicobacter pylori) as uckimouenns XpOHUYECKUX 3200 I€BaHMIA
WJIK HOBOOOpPA30BaHUIl MUILIEBO/IA, JKeNy IKa, 12-nepcTHoi kumiku [1].

YpoBenb  yOeauteabHocTH  pekomeHaaumii C  (ypoBeHb  [10CTOBEPHOCTH
0KA3aTeJILCTB — 5)

Bcem mammentam c¢ momospenuem Ha MJIC Huskoro pucka (cm. pasgen 7.1 AaHHBIX
pexomenpanuii) win MJIC/MITH pexomMeHayeTcsi BBIMOJIHEHUE KOJOHOCKOIHMH IS
WCKITIOUCHHSI XPOHMYECKHX 3abosieBaHnii m HoBooOpazoBanuii JXXKT, koropeie Moryr
CONPOBOXKIATHCS IUTONICHUYECKHM CHHIpOMOM [1].

YpoBenb yOeauteabHocTH  pekomeHaauumii C  (ypoBeHb  [I0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

Bcem manmenTam ¢ nogozpenunem Ha MJIC nim MJIC/MITH, a Takke B mporiecce Teparniu
PEKOMEHyeTCsl PETUCTPAIHS IEKTPOKAPIUOTPAMMBI JJISl OLIEHKH COCTOSTHHSI CEpJICIHO-
cocyaucToit cucremsi [1].

YpoBenb  yOenutenbHocTH  pexkoMennauuii C  (YpoBeHb  /IOCTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

2.5. Unble JAUATHOCTHYCCKHUE UCCIICAOBAHUSA

Bcem manmentam ¢ momospenuemM Ha MJIC wnu MJIC/MIIH, a Ttakxke B mporecce
HaOmonenus u nedenus nanueHtoB ¢ MJIC u MIAC/MIIH npu Hanuumu MOKa3aHHA
PEKOMEHIYIOTCA TprueMbl (KOHCYJIBTAI[MH) Bpaueii-CreHaaIncToB mnepsuunbie (Bpau-

odramemorior. Bpad-aeBposor. Bpad-kapmauonor. Bpad-akymep-ruaekosor. Bpad-
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ypoJior. Bpau-ractposureposor. Bpau-peBmarodior. Bpau-sHuokpunolior. Bpau-onkosor.
Bpau-oTopuHOIapUHTOJIOT) TS JMArHOCTHKH COMYTCTBYIOIIEH maroyioruu [2].
YpoBenb  yOenurTeqabHocTH  pekoMeHaanuii C  (YypoBeHb  J10CTOBEPHOCTH

0KA3aTeJbCTB — 5).

3. .JIC‘-IEHI/IC, BRJIKOYadA MEAUKAMECHTO3ZHYI0O 1 HEMCIUKAMECHTO3HYIO
Tepalnuu, THe€ToTePAIINIO, 066360.]II/IB21HH6, MEIUIHMHCKHC ITIOKA3aHUA U

NMPOTUBOIIOKA3AHUA K NPUMCHCHUIO ME€TO/10B JICHCHUSA

Muenooucniacmuyeckue CUHOPOMbBL AGNAIOMC UPE3BLILAUHO 2eMEPOSEHHOU 2PYNNOLL
3a0601e8aHUll, HAYUHASA OM QOpPM C NOUMU HOPMANLHOU NPOOOIHCUMENLHOCIBIO HCUSHU U
3AKAHYUBAS 8APUAHMAMU, CXOOHBIMU no medeHuto ¢ OMUJI. Bvibop nepcoHanu3upo8aHuol puck-
aoanmuposanHoU mepanuu si8isemcs 003ameNbHbIM YCI08UeM NPU MAKoU pazHOPOOHOCHIU.
IIpoecnocmuueckue hakxmopvl MONCHO pa30enrums Ha me, KOMOpbvle KACAIOMC XAPAKMEPUCTIUK
Camoeo nayueHma, u me, KOmopwvle onpeoensiiomcs 0CoOeHHOCMAMU KOHKPEMHO20 8aAPUAHMA
MJ]C.

K coorcanenuio, neobxooumo npusHams, Ymo 8 HAcmosiuee 8pems Hem YHUBEPCAIbHOU
NPOCHOCMUYECKOU WKAAbl, Komopas exkmouana oOvl ece 3Hayumvle onsi MJ[C napamempovl
(mopgonocuneckuii eapuanm, JII', p2-muxpoenobynun, heppumun u m. 0.), u 8 SMoi c853u Npu
NPUHAMUY PeleHUsl O 8b1OOpe MAKMUKU MePanuu MOXCHO OYeHusams npoeho3 no wikaie IPSS-R
(cm. pazden 7.1 danmnvix pekomenoayuii). [Joxkazamenvcmea s¢hgpexmuenocmu u 6e3onacHocmu
00CMYNHBIX MePanesmuyeckux OnYutl NOIyYensl 8 KiuHudeckux uccieoosanusax (K1), ¢ komopuix
cmpamu@ukayus Nayuenmos npogooulacs Ha ocHoge cucmemol IPSS, a 6 nociednue oecsamo em
Ha ocnose |PSS-R. Kak cnedcmsue, éce pakxmuueckue pexomenoayuu Ha mexkywuti MOMeHm No
JIeUeHUI0 OCHOBbIBAIOMCS HA paszdelleHuu nayuenmos Ha epynnwl coznacto |IPSS u IPSS-R.
Yuumuieas paznoumenus 6 onpedenenuu epynnwi pucka ¢ 20-30% cnyuaes mesicoy wkanamu PSS,
WPSS u IPSS-R, yenecoobpasno ucnonvzoeams 00Hy wikany 60 uzbedcarue pazHOUMeEHUll 8
onpedenenuu  npoenoza MJIC. Poccuiickoe 9KcnepmHoe coobujecmeo  peKomeHoyem
ucnonvzoseams IPSS-R 6 xauecmee b6azos020 uncmpymenma 0ns onpedenenusi epynnvl pucka u
gvlbopa maxmuku mepanuu. Taxoce credyem nOOYEepKHYMb, 4mo 01a Gopmuposanus Oonee
YemKo20 Npeocmasienus 0 mevenuy 3a001e8aHUs U 8b1O0PA ONMUMATLHO2O MEPANEGMUYECKO20
8030elicm8us.  HACMOAMENbHO  PEKOMEHOYemcs — GblNONHAMb — NOGMOPHOE  00CIe008aHUe
nayuenmos, a He OCHOBbIBAMbCA HA eOUHUYHBIX pe3ynbmamax. [llkanwl pucka npedcmasgnenvl 6
pazoene Ilpunoscenue I'l Ooanuvix pexomenoayuti [1, 2, 30, 63, 64]. B 2022 200y oOvira
npeocmasnena nosas wikana npoenoza |PSS-M, 6 ocnosy komopotil nonoswcenv kpumepuu wkanw

IPSS-R ¢ 0obasnenue oannvix monexynsapro-cenemuuecxkux anamusa 31 cena (16 ocnosnvix u 15
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oononnumenvrolx) [155]. Vuumoeieas omcymcemeue 6 pymunnoil KiuHuweckou npaxmuke
MEXHUYECKOU BO3MONCHOCMU NPOBEOCHUS MONEKYIAPHO-2EHEMULEeCKO20 aHAU3A 6 MAKOM
obveme, cOOOUECMBO POCCUNICKUX IKCNEPMOE CHUMAEM NPeHCcOe8PeMeHHbIM Heoperue OaHHOU
wiKanwl 0Jisl 6blOOPA MAKMUKU MePanuuL,

Jna nayuenmos ¢ HeoyeHeHHbIM 8 CUNLY MEXHUYECKUX NPUYUH KAPUOMUNOM NPpU 8bl00pe
mepanesmu4ecko20 pexcuma ciedyem NPUHUMAmMb 60 GHUMAHUe MOpghosocudecKull 6apuanm
MJ]C no knaccugpuxayuu BO3, xoruuecmeso onacmuvix kiemox 6 KM u ounamuxy ux usmenenus,
knemounocmov KM u msscecmo yumonenuii [1].

Bvibop mepanuu 3asucum om eospacma nayuenma, eapuanma M/C, npunaonedxcnocmu
K epynne pucka, HAIu4us u maxcecmu conymcmeyiowel namonocuu, Hamuuus HLA-
coemecmumozo oonopa. Ha cecoonswunuii denv pexomendyemcs ucnonvzosams wixany |PSS-R ons
Ooiee mouHo20 onpeoeneHust NPOSHO3a 3a001e6aHUSL.

B mepanuu MJ]C ¢ yuemom ocobennocmeti namozenesa u pasHopooHOCmu 3a601e8aHUs
cywecmayem HecKolIbKO HanpasieHull, 00HaKo Haubonee 3¢hhexmuenvimu U NPUSHAHHLIMU 80
6cem mupe A6aAImcs:

— CUMRMOMAMUYECKas mepanus:

—  3amecmumenvHas ~— mepanusi  KOMHOHEHMAMU  OOHOPCKOU  KpOBU
(spumpoyumcooepacawue  Komnonenmvl  OOHOPCKOU — KpOBU,  KOHYEHMPAm
MPOMOOYUMOB, CEEAHCE3AMOPOINCEHHAS NAAIMA),
— XenamopHas mepanusl,
— nmpenapamsl CMUMYJAMOPLL  2eMON033d  (AHMUAHEMUYECKUe Npenapamal,
KOJIOHUeCMUMYIupyrowue axkmopwvl, 2eMocmamudecKue cpeocmaa),
— aHmMubaKmepuaIbHas mepanusl,
—NPOMUGOONYX01€6451 XUMUOMEPANUL:
— IIXT no npoepammam nevwenus OMJI,
— Hu3kooo3nas XT,
-NpPOMUBOONYXoJlegble NPenapamsl :AHMUMEMAbOIUmbl; AHAI02U NUPUMUOUHA
(eunomemunupyrowue npenapamsot);
— UMMYHOCYRPECCUBHAA U UMMYHOMOOYIUPYIOULAS MEPAnUA:
— ATT™**,
— #LCA™*,
— IEHANUOOMUO™*,
— CNIEHIKMOMUS,

— QI102eHHAA MPAHCRAAHMAUUA KOCMH020 Mo32a (anno-TKM) [1-5].
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Eouncmeennvim memooom 6Ouonocudecko2o usnevenuss fgnsemcs anno-TKM oouako
monvko 6 5—10% crayuaeg yoaemcs peanuzo8ams 3my pocpammy, 6 céazu c omcymcemeuem HLA-
UOEHMUYHO20 O0OHOpA, COMAMUYECKUM CMAamycom U 603pacmomM NayueHmad, a makxosce
ocobennocmsamu MJC unu MJ[C/MIIH.

Ipu neuenuu nayuenmos ¢ M/[C donyckaemcs couemaHue 8vluie nepeyucieHHbIX 8U008
mepanuu, a makxice ee Nocie008amesbHoe HA3HAYeHUe 8 C8sA3U C HedPPHeKmusHoCmvio u/unu
npocpeccueu 3abonesanus. Tax, y o0Ho2o nayuenma 603modxcHo nposeoenue HCT u npu
npoepeccuu 6 MJ[C-Ub-1 unu Ub-2 — nasnauenue 2unomemuaupyiowux npenapamos (aHaio2o8
nupumuouna) unu IIXT.

Heoonopoonocme MJ[C ocnoocusem makoice u oyenxy omeema Ha mepanuio. B 2000 e.
Meowcoynapoonas pabouas epynna (IWG) onpedenuna cmanoapmuzo8anHvlie Kpumepuu omeema
npu MJ]C. B nocneoyrowem onu oviiu nepecmompervt u 0oHosaenvl 6 2006 2. (cm. Ipunoscenue
12). Kpumepuu IWG onpedensiom pasnuunvie acnekmsl omeema ¢ y4emom yeiei Jedenus u
sxmoyarom 6 ceos IIP u YP, yumoeenemuueckuti omeem, 2emamoocudeckue yayyuleHus u
Kayecmeo oicusHu. Hcnonvzosanue smux Kpumepues peKoMeHOO8AHO KAK OAd KIUHUYECKOU
npaxmuku, max u npu npogeoenuu KH [65].

. Manmentam MJIC U3 rpymnmbl HU3KOTO U IPOMEKYTOYHOT0-1 pucka mo mkaie IPSS (cwm.
pasnen 7.1 TaHHBIX PEKOMEHIAIMI ) U OYEHb HU3KOTO M HU3KOTO pricka o mkane IPSS-R

(em. pasmen 7.1 [gaHHBIX pEKOMEHIANMK) € OCCCUMITOMHOW IUTONCHUCH He

pexoMeHAyeTcsl IPOBE/ICHUE CIEeNUu(UUYECKOro JIeUYeHHUs, a IOKa3aHO JAMHAMUYECKOE

HaOII0/ICHUE — TAKTUKA, Ha3bIBaeMasi «HAOII0Ial U K, C TIENIbI0 KOHTPOJIS 33 TCUCHHEM

3a00JIeBaHUs U IPU HEOOXOAMMOCTH Havaa crennduyeckoit repanuu [1-5].

YpoBenb  y0eauTeqabHOCTH  pexkomengamuii C  (YypoBeHb  10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

Kommenrapuu: g3pocivie nayuenmul ¢ nepguunvim MJC u3 epynnvl HU3K020 pucka c

beccumMnmomHol yumonenuetl, He mpeoyoueli npogedeHuUs: 3aMeCmuUmenbHoU mepanuu

KOMHOHEHMAaMU OOHOPCKOU KpOBU, He HYHICOAOMCs 8 JedeHUuu U aullb mpedoyiom

peaynapHo2o obcnedosanus. Bwiocudamenvuas cmpamezusi MOd4Cem USMEHUMbCS 8

0yoywem, 6 ciayuae pa3padbomku 0Oe30NACHbIX, MeHee aA2PecCUBHBIX UMU MAap2emHblX

Memo0oo8 Jedenus, CHOCOOHbIX 6AUAMb HA NpocHO3 3abonesanus. Heobxooumo

NOOYePKHYMb, YUMo NAYUEHMbL U YTIeHbl UX CeMbU O0HCHbL NOHUMAMb, YO 6€30NACHOCTb

HaOII0O0amenbHo20 Noo0X00d 3A8UCUM  Om  pe2yapHOCmU  MoHumopuHea. Llenvio

OUHAMUYECKO20 HADNI00eHUs 58/9emcs paHHee PAcno3HA8aHUe NPUSHAKOS YCYeyOieHUs

Yumonenuu, NnoasieHus MpanHc@hy3UoHHOU 3A8UCUMOCU, YBETUYEeHUs YUCIA ONACMHbBIX

KJ1emokK 6 Kpoeu ujiu KM a makKoice OYeHKa 3601Ioyuu Kapuomunda.
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[Tartuentam w3 rpynmsl MJAC/MIIH pexomeHayeTcsi JTUHAMHYECKOE HaOIIOIEHHUE.
Tepanuto XMMJI HeoOX0AMMO HAUMHATH, KOT/1a 3200JIeBAHUE HOCUT CUMITTOMATUYECKUI
WIM TPOTPECCUPYIONIMI XapakTep: B YAacTHOCTH, JICYEHHME HAYMHAIOT IPU YPOBHE
remorioonna <100 r/m, OmactHeix KieTkax B KM >5%, tpomoOommrax <100x109/m,
nporpeccupyromieM serkoruroze  (>30x10%1m), sKCTpaMeny/UIIPHBIX — MOPAKEHUAX
(mopakeHusT KOXH, TUICBPAIBbHBIH / TepUKapAUaIbHBIA BBINOT, TUMGBAACHONATHS),
HaJUYUU  KOHCTUTYIIMOHAIBHBIX  CHMIITOMOB  (TOTEps  Beca, JIUXOpajaKka) W
CUMITOMATUYECKOU CIIJIEHOMET MU WM CIJIEHOMET AJIH, TAJBIIUPYEMOM HA > 5 CM HUXKE
neBoro pebepHoro kpas. Jlns Hayana Tepanuu HeoOXoauMo Hamuyue 2 U OoJee
cumnromoB XMMJIL. (4, 5). YpoBensb y6enuteiabHocTH pekoMeHaamuii C (ypoBeHb

AOCTOBECPHOCTH JT0KA3ATEJIBCTB — 5)

3.1. KoncepBaTuBHOE JeUeHHE

Bcem mammenram MJIC w MJIC/MIIH ¢ aHemMudecKMMH Kajao0aMd M CHMITTOMaMH
runokcemun nipu Hb <85-80 r/n pexomenayercst npoBeaeHe 3aMeCTUTEIBHOM TEpaun
SPUTPOLIUTCOACPKALIUMU  KOMIOHEHTaMu  JIoHopckoil  kpoBu  (OCKIK) s
KOMITCHCAI[H/KYTHPOBaHHs CAMIITOMOB aHeMUH [66].

YpoBenb  y0equTeIbHOCTH  peKkoMeHIauuii A  (YpoBeHb  J10CTOBEPHOCTH
JA0KA3aTeJbCTB — 2)

KommenTapuu: oaunmvie o nokazamusx K HASHAYEHUIO 3PUMPOYUMCOOEPIHCAUYUX
KOMNOHeHmo8 0oHopckou kposu npu MJC Hocam ocpaHuuenHblll Xapakmep.
3asucumocms om 3amMecmumenbHOU mMepanuu 3pUmpoyumcoOepHCAUX KOMHOHEHMO8
O0oHopckoti Kposu y nayuenmos ¢ M/C accoyuupyemcs ¢ nioxum npocHO30M U, KAK
npaeuno, o0o0vAcHAemca 0olee A2pPecCUSHbLIM XApAKMepoMm medenus Oone3Hu U
MOKCUYHOCIbBIO, C8A3AHHOU C 2eMompanc@ysusamu. Ypoeens cemoznoouna nudxce 90 2/n
o mysicuun u 80 2/n 01l dHceHwuH s6AAemcsi He3A8UCUMBIM (PAKMOPOM NPOSHO3A,
ceazannbvim ¢ cokpaujeruem OB u 6b1COKUM PUCKOM (amanibHbIX cepOeyHO-COCYOUCTIbIX
OCNIOMCHEHU.

Huxkakoii koHkpemubwlii yposeHb 2emMo2i00UHa He Modicem OblMmb PeKOMEHO08AH 8 KAuecnge
nopo208020 U onpeoensaiouje2o NOKA3aHUus K ceMompanc@y3uonnon mepanuu. Pewenue
cnedyem NpUHUMAMb HA OCHOBAHUU UMEIOWUXCA V NayueHma CUMNMOMO8 U
conymcmeayrowux 3abonesanui. Popmanusys evlueckasanHoe, IKCnepmHas epynna no
ouazHocmuxe u nevenuro nayuenmos ¢ MJ{C pexomenoyem vlnonHenue ceMmompancysui
IPUMPOYUMCOOEPAHCAUUX KOMNOHEHMOE OOHOPCKOU KPOBU NPU CHUNCEHUU 2eMO2N00UHA

Husce 85-80 o/1 u KIuHUYECKU 3HAUUMBIX CUMNIMOMOSB aHeMuu (2UNOKCeMUlL).
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T'emompancghyzuu ICK/K neobxooumo npogooums nocie onpeoeieHus (heHomuna no
aumueenam C, ¢, E, e, Cv, K, k u onpedenenus anmuspumpoyumapusvix aumumel.
[Marimenram MJIC u MJIC/MITH nipu pa3Butum kputudeckord tpomboruronenun (<10—
20x10%1) pexoMeHIyeTcsi IIPOBEICHHE 3aMECTHTEILHONW TEpanuy KOHIIEHTPATAMU
TPOMOOLIUTOB JIJIs1 MPOPUIAKTUKN IeMOPPArndecKuX OCIOKHEHUH, a IPU UX HAJUYUU U
mpu 0oJiee BEICOKUX MOKA3aTENSIX TPOMOOIIUTOB, C IENTbI0 KYITUPOBAHUSI TeMOPPArudecKix
ocinoxxHenui [1-5].

YpoBenb  yoeauTeqbHOCTH  pexkomenganmuii C  (YypoBeHb  I0CTOBEPHOCTH
J0KA3aTeJbCTB — D)

Kommenrapuu: yposens mpomboyumos, npu xomopom y nayuenmog ¢ MIC u
MJIC/MIIH o3nuxaiom eemoppacuieckue OCIONCHEHUs, YemKO He OnpeoeleH u
sapvupyem om nayueHma K nayuenmy. Hmeowuecsi OauHble O MNOKA3AHUAX K
eemompancgyzuam Konyenmpama mpomooyumos npu MC u MIC/MIIH «xpaiine
02paHUu4eHbl.

Ipogunaxmuueckas cemompancghysus KOHYeHmpama mpomoOoyumos pekomMeHOyemcs
nayuenmam ¢ ypoeénem mpomboyumoe wnuxce 10,0x10%n unu npu ypoene Hudice
20,0x10% mpu manuuuu 106020 axmopa pucka ORsL pazeumMus KpOEOMeyeHus.
(nuxopaoxa, ungekyus, Oblcmpoe CHUNCeHUue MpoMOOYUMOS, UHBA3UBHBLE NPOYEOVDbL.
Mnozconemusa mpomboyumonenus 6e3 2emMoppacuiecko2o0 CUHOPOMA He HYHCOAemcs 8
Ppe2yIApHbIX NPODUIAKMUYECKUX 2eMOMPAHCDY3UAX KOHYEHMPama mpomooyumos.
[Naruentam ¢ MJIC u3 rpynmnsl HU3KOro pUCKa U IPOMEXYTOUHOro-1 pucka mno mikaie
IPSS 1 rpymmbl 04eHb HU3KOT0, HU3KOTO U MMPOMEKYTOUHOTO prcka 1o mkajie IPSS-R (cm.
paznen 7.1 maHHBIX pEKOMEHJAIMK); BCEM KaHIuaaTaMm Ha mnpoBeneHue amio-TKM;
narenTam ¢ MJIC u3 rpymnmnsl IpoMeXyTOYHOT0-2 U BBICOKOTO pHcKa Mo mkaine |IPSS u
U3 TPYIIIBI IPOMEXYTOYHOTO, BEICOKOTO M OYEHBb BBICOKOTO pucka 1o mkaie |IPSS-R mpu
noctiwkennn pemuccun MJIC, a Ttaxke mamueHtam u3 rpynmnsel MJIC/MITH mocne
remotrpanchysun 10-20 no3 DCK/IK, npu noBBIIIEHIH CBIBOPOTOYHOTO heppUTHHA Oosee
1000 Hr/™Mn pekoMeHIyeTCsl TIPOBEICHUE XEJIAaTOPHON TEparuu KEJIe30CBSI3bIBAIOIUM
npenaparom jaedepasupokcoM™* i ycrpaneHus N30bITOYHOTO HAKOTUICHHSI Jkene3a [67—
73].

YpoBenb  yOenurTelbHOCTH  pekoMeHaaumid B (ypoBeHb  [10cTOBEpHOCTH
A0KA3aTEJbCTB — 2

KomMmenTapuu: y nayuenmos, Komopvim pe2yiapHO NpPOBOOAMCA 2eMOMPAanHc@y3uu
OCK/K, neusmenno pazeusaemcsi emopuyHas nepezpyska xcene3om. OOHa eounHuya

OCKJIK cooepacum om 200 0o 250 me dcenesa, a nepecpyska Moxcem 603HUKHYMb Yoice
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nocne 10-20 neperusanuu. Coenacno Poccutickum u medxncOyHapoOHbim NyOIUKAYUSAM
8bIABIEHO CMAMUCMu4ecKku 0ocmosepHoe ymenvuienue OB 6 epynne nayuenmos c
nepezpy3Kou J#cene3oM, C8A3AHHOU ¢ MpPAaHCY3uoHHOU 3asucumocmoio. Koceennvim
OUOXUMUYECKUM MAPKEPOM Nepezpy3KU JHCele30M YCI08HO NPUHAMO CYUMAmMb NOGbIUEHUE
yposHs gpeppumuna cvieopomiu kposu 6onee 1000 ne/ma. Ilpesviuenue s3mozo nopoza
omuemaugo Koppeaupyem c ozpanudennoti OB (HR 52,4; p <0,0001) u nosviwennvim
pucxom mparncpopmayuu 6 OMJI (HR 6,6, p <0,0001).

Tepanuto icene3oces3viearOWumM npenapamom ciedyem paccmMampueams 8 Kayecmee
Heobxooumou onyuu mpauc@ysuonnosasucumvim nayuenmam ¢ MIC-JIII, MIC-KC,
MIC-M/] u MJ]C ¢ 5q—. 3nauenus ¢gheppumuna HeobdX00umo onpeoeiums 8 debdrome
3a0601€8aHUs U OMCIeHCUsamsv Kaxcovie 3 Mmecaya 6 Ounamuxe. Hccnedosanue
(eppokunemuku dceramenbHo NpPo8ooUmMs He panee yem uepez 10—14 Owmeti nocne
nocneoueu cemomparncyzuu ICK/K, sne ungexyuonnozo snuzooa. Ilayuenmam ¢ MJIC,
Komopble A61AI0MCsA NOMEHYUAIbHbIMU KaHoudamamu Ha nposedenue anno-TKM, maxoice
NPOBOOUMCSL MEPANUSL HCENEI0CEAZBIEAIOWUM NPENAPAMOM 68 NPeOMPAaHCNIAHMAYUOHHOM
nepuode u nocie evinoaHenus anno-TKM npu coxpanenuu npusHaxkoé nepecpy3xu
JHcene3oM.

s 6onvnvix M/C-UB npu OdocmudiceHuu KIUHUKO-2eMAMONOSUYECKOU PeMUCCUU U
HAIUYUU NPUSHAKOS GMOPUYHOU Nepecpy3KU  JHCene30M  B03MOJICHO HA3HAYEHUe
JHCENe30CE5A3bLBAIOWUX NPEnapamos (xeramopnotl mepanut).

Pexomenodyemasn navanvnas 0oza oegepazupoxca**:

Jlucnepeupyemasn mabnremka — 20 me/ke/cym, a npu 8bipadxceHHOU nepecpysKe Hcene3om —
30 me/xe/cymku. /o3y npenapama oxpyaasaom 00 OaU3K020 pasmepa yenou madiemku
(125, 250 u 500 me).

Tabnemxa, noxpvimas nieHou4Hou obdonouxol — 14 me/ke/cym., a npu 6vipadiceHHOU
nepezpyske scenezom — 21 me/xe/cym. /[o3y npenapama oxpyensitom 00 61uU3K020 pazmepa
yenot maoaremxu (90, 180 u 360 me).

Koumponv 3a mokcuunocmoio  Odegepazupoxca™™ npoeooam excemecsiyHo, a 3a
agpgpexmusnocmovio — 1 pas 6 3 mecaya, opueHmupysacb Ha HOKA3amelb (eppumuHa,
arcenamenvro ¢ covemanuu ¢ CPB 6 kposu u Hacvlwenus mpauncgeppuna sxceiezom. JJoza
npenapama nepecuumvléaemcs Kadxcovle 3—6 Mmecsayee ¢ e€ ygenuueHuem npu
HeaghpexmusHocmu mepanuu, u pedyKyueu Npu CHUNMCEHUU noxazamens @eppumuna
menee 1000 ne/mn u/unu pazsumuu npU3HAKo8 moxkcuuHocmu npenapama. Ilpu cHudcenuu

Geppumuna menee 500 ne/mn npenapam ommeHs oM.
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[Tarimentam ¢ MJIC 13 rpynmsl HU3KOTO U IPOMEXKYTOYHOTO-1 pucka mo mkane |IPSS u
TPYIIIBI OYEHb HU3KOT0, HU3KOTO U IPOMEKYTOUHOT0 prcka mo mkaie IPSS-R (cm. paznen
7.1 maHHBIX peKOMEHaIuii), a Takke marueHram MJIC/MITH, ocobenno XMMJI-0, u3
IpyNIbl HU3KOTO W mpomexyrouHoro-1 pucka, MAC/MIIH-KCT, MJIC/MIIH-u npu
SHJIOTEHHOM 3pUTPONOITHHE TpeanodTuTesibHo <200 ME/mit, HO ¢ yueTom pe3yiabTaToB
MEXIyHApOAHBIX KIMHUYeCKuX uccienoBanuii <500 ME/mMa u remorno6une <100 r/m
peKoOMeHAyeTcsl TIPOBEACHHUE TEpaluyd APYTHMMH aHTHAHEMHYSCKUMU TIperiapaTaMu:
#ynodTuH anbda**, #nosTuH Oeta**, #mapOomosTuH anbdat*  (I03MPOBKHM — CM.
npwiokeHne A3.2) ¢ Lenbl0 TMOBBIILIEHUS I[OKazaTelled TIeMOIVIOOMHA M CHH)KEHUS
3aBucuMocTH oT remorpancdysuit DCKJK . [5, 74-77].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (ypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB —b)

Kommentapuu: npumenumenvro k M/[C nuszxoeo u npomescymounoco-1 pucka no wikane
IPSS 00HumM u3 nooxo006 K JleyeHuro pe@pakmepHulX aHeMull A61Aemcs HA3HAYeHUe
OIICII. Ilpumenenue Opyeux anmuanemudeckux npenapamos (#onoomun aabdha**,
Honoomun oOema™*, #oaposnosmun anvda**) noseonsiem nosvicumv KOHYEHMPAYUIO
2eMo2No0buUna, YIYYUWUMb KA4eCmeo OJHCUSHU NAYUEeHMO8, OMKA3AMbCA UMW CHUSUMD
nompebrnocmo 6 3amecmumenvrou mepanuu ICK/IK. Yacmoma omeema Ha
monomepanuro IIICII npu MJ[C b6e3 yuema noxkazameinei 3H0o2eHno20 II10 nesvicoxa u
He npesviuiaem 20%. Hasnauenue DIICII neobxooumo ocyujecmensimos moabKo HOCTe
usmepeHnus KonyeHmpayuu dHoocennozo 0. Tax, npu eco konyenmpayuu menee 500
ME/mn u wacmome eemompancysuit ICK/K <2 doz/mec. a¢pgpexmusnocms cocmasnsem
oxono 60%. Ilpu cooepoicanuu II10 6 cvigopomre kposu 6oree 500 mE/mn mepanus 110
(Opyeue anmuanemuueckue npenapamot) manrodgppexmusna (~10%). Ilpu napyuanvrou
KpacHoknemoynou annazuu IO (Opyeue ammuamemuueckue npenapamoel) He
Hazuauaiom. OOHaKo, eciu npu 2UCMONIO2UYECKOM UCCIe008aHUU KPACHBIN POCHMOK
HOPMAbHBIX pazmepos unu oaxce pacuuper, mepanuto I1ICII npogoosm.
Pexomenoayuu no nasnauenuro SI1CII npedcmasnenwvt 6 [lpunoscenuu A3.2.

Ilpu  Odocmudxcenuu yenesoco yposua Hb 110-120 o/n o0ozy IIICII (Opyeue
aHmuauemMuyecKue Npenapamvl) CHUNCAIOM U NHPU  CMAOUNILHLIX NOKA3AMensix
2eM02N100UHA BNOCIEOCMBUU OTMMEHSIOM.

B cnyuae omcymcemeus omseema nocie nogviuernusi 0o3vl 110 (Opyeue anmuanemuveckue
npenapamvt) u/unu  dobasnenus [-KCD 6 meuenue 6-8 Hedenb mepanuio

ocmaHaeauearom.
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Takum obpazom, no mMHeHul0 3Kcnepmuo2o coobwecmsa, nayuenmam ¢ MJC Huzkozo u
npomescymounoeo-1 pucka no IPSS (cm. pazoen 7.1 dannvix pekomenoayuti), ¢ ymepeHHou
u maxcenou anemueti (cemoznooun <100 2/n), Huzkum ypoeuem suoocennozo II10 (<500
ME/mn) uw/unu ¢ oepanuuennou nompednocmvlo 6 cemompancysuax (menwee 2 eOuHuy
IPUMPOYUMHOU MACCHL 8 MeCsiY) Cledyem HAYUHAmb mepanuio npenapamamu #anosmuna
anvpa™** unu #onoomuna 6ema** 6 nauanvroti 0oze 30-40 moicau ME 6 nedenio unu
ucnonwb308ams dKeusaLenmusle 003vl #oapoonosmuna anvga** (150-300 mre/neoento),
conocmasumvle no KIUHU4ecKou s¢hghexkmuenocmu ¢ makogot #anosmuna anegha™* unu
#onoomuna 6ema** [16, 77].

Lnsa nayuenmos MIAC-M/ u M/[C-UB u3 epynnsl npomesncymouno2o-2 u 8b1cOK020 pucka
no wkane |PSS, epynnvi npomedxcymournozo, 8b1c0K020 U 04€Hb 8bICOKO20 PUCKA NO UWIKATE
IPSS-R, maroice 603mooicno nasnauenue 6 kauecmee conpooOUMeENbHOU mepanuu 6
MedHCKYPCOBOM nepuooe, npu nposedenuu XT uiu cunomemuaupyoujell mepanuu.
[Marmentam ¢ MJIC npu HedPHEKTHBHOCTH TEpanvy JAPYTMMHA aHTHAHEMHYCCKHMU
npenapatamu, TakuMu kak OIICII, B MoHOpexunMme pekoMmeHayeTcsi 100aBJICHHE K
TEpanuK KOJOHUECTHMYJIUPYIONIETO (aKTopa IS TOBBIMICHUS Y(PPEKTHBHOCTH TEPAITAN
OIICII (npyrue anTHaHeMuveckue mpenaparsl) [5, 78-80, 167].

YpoBeHb  yOeQUTEJbHOCTH  peKoMeHAauUMiH A  (YPOBeHb I0CTOBEPHOCTH
J0KA3aTeJbCTB — 2)

KomMmeHTapum: geposmnocms omeema HA KOMOUHUPOBAHHYIO Mepanuto ¢ NOMOUBbIO
opyeux anmuanemuyeckux npenapamog (IIICII) u xoronuecmumyaupyrowux haxmopos
(I-KC®), 6 yacmnocmu, 6vluue y nayuenmos ¢ HU3KuM yposrem snoocennozo 110 (<500
ME/Mn)  u  oepanuuenHol nompebHocmvlo 8 2emompauc@ysusx (<2 eouHuy
IPUMPOYUMCOOEPIAHCAUUX KOMNOHEHMO8 6 Mecsy). TIpu naruuuu 08yx Heb1a2oNnpUsmHvLx
NPU3HAKO8 8ePOMHOCIb omeema cocmasisiem 7%, 00Ho2o — 23%, a npu ux omcymcmeuu
— 74%.

Cnedyem noouepkHyms, uYmo COYEeMAaHHOe NpUMEHeHUe Opyeux aHmuaHemMudeckKux
npenapamos (IIICII) u xononuecmumynupyrowezo Gaxkmopa (I-KC®P) naubonee
agpgpexmueno y nayuenmog ¢ MJC-KC npu omcymcmeuu omeema Ha MOHOMEPANUIO
OIICII.  Kononuecmumynupyrowuti gpaxmop  (I-KC®D) #Hpurepacmum™* esooumcs
nookodcrHo om 1 0o 2 mke/ke 1-2 paza é nedenio 6 meuenue 6—8 nedenv, 003a noobupaemcs
UHOUBUOYANLHO C Y4emoM Koauvecmea netikoyumos menee 10 x 10%/x [5, 167].

Ilpu nposedenuu kax cmanoapmuou, max u Hu3ko003nou XT 603modcHo npumenenue I -
KC® (kononuecmumynupyrowux ¢paxmopos) npu 0xcudaemol OnumeibHou HeumponeHuu

8 Kauecmee conposooumenvrol mepanuu y nayuenmos ¢ MJ[C.
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Monomepanuss I'-KC® (konronuecmumynupyowue (akmopvl) 6 Hacmosujee epems He
paccmampusaemcs Kak camocmosmenvroe nedenue neumponenuu y nayuenmos ¢ MJ[C.
Bcem manmenTam ¢ M/[C 6e3 nenenuu AMHHOTO TIeda XpOMOCOMBI 5 ¢ TpaHC(y3HOHHO-
3aBHCUMON aHEMHUEH M3 TPYMNIbl 0Y€Hb HU3KOTO, HU3KOTO U MPOMEXYTOYHOT'O PUCKA 110
IPSS-R, ¢ orcyrctBuem otBera Ha DIICII wim KOTOpBIe HE COOTBETCTBYIOT KPUTEPHIM
HazHaueHus DIICII, pexkomenayercst Tepanus nycnarepuentom [123, 124].

YpoBeHb  yOenuTeIbHOCTH  peKkoMeHaauuii B  (ypoBeHb  /10CTOBEpHOCTH
J0KA3aTeJbCTB — 2)

Kommenmapuii: agpgpexmusnocms u b6e3onacnocmv aycnamepyenma Obliu U3YYEHbL Y
oonvnvix MJ]C ¢ xonvyegvimu cudepobracmamu U3 epynnvl OYeHb HU3K020, HU3KO20 U
npomexcymounozo pucka no |PSS-R ¢ mpancghysuonno-3asucumoii anemueti, y Komopwix
He Ovlnl nonyyen omeem Ha jeveHue DIICII unu komopvie He COOMEemMCMBO8AIU
Kpumepusm ux Hasnauenus, ¢ 3 Daze panoomusuposannoco ucciedosanus MEDALIST
[124]. [Tayuenmuol 6vi1u pandomuzuposansl 8 06e 2pynnvi: noayHasuue Iycnamepyenm (8
0ozax om 1,0 me/ke 0o 1,75 me/xe maccer mena) uiu niayedo, 8800uUMble NOOKOICHO
Kadcovle 3 Hedenu. J{ons nayuenmos, 00CMuuux He3agucumMocmu om 2emMompancgysuil
OCKJIK 6 meuenue ne menee 8 nedenv 3a nepuoo ¢ 1-ii no 24-10 nedenu ucciedosanus
cocmasuna 38% ¢ epynne na nycnamepyenme u 13% 6 epynne naaye6o (p <0.001).
Pexomenoyemasn nauanvuas oOoza nycnamepyenma cocmasnsiem 1 me/ke NOOKONCHO
Kadicovle 3 Hedenu. [lpu omcymcmeuu omeema 6 6ude NoGvluleHUs 2eMO2100UHA U
cHudicenus 3asucumocmu om cemompancgysuit ICK/K 003y credyem ysenuuums 00 1,33
me/ke, nookodicrho. Ilpu omcymemeuu omeema Ha doze 1,33 me/ke 003uposky ciedyem
yeenuyums 0o 1,75 me/xe. Ilogviuienue 003bl HeMb3s NPOU3BOOUMb Hawye, Yem 0OUH pa3 6
6 Hedenb (06a 88edeHst), MAKCUMATbHASL 003UPOBKA He 00NIHCHA npesbiuiams 1,75 me/ke 1
paz 6 3 mHedenu. B cnyuae Oocmudicenus omeema (NoGvluUeHUE 2eMO2N00UHA UTU
cnudicenuelomcymemeue  3asucumocmu  om  2cemompancgyzui  ICKIK) mepanus
Jlycnameyenmom npooodxcaemcs 6 dgekmuerotl 0o3e.

Ilo pezynomamam 3 ¢haszvl pandomuszuposannozo ucciedosanuss COMMANDS 6wbi1a
nokaszana 3¢pexmusrnocms aycnamepyenma 6 1 aunuu mepanuu 'y 59% 6onvnvix MJ[C
U3 2pynn 04eHb HU3K020, HU3KO20 U NPOMENCYMOUHO020 pucka be3 deneyuu OTUHHO20
nie4a Xxpomocomul 5, 8 m. 4. u'y nayuenma de3 xoavyeswvix cuoepoobnacmos. llpenapam
HA3HAYAIU 8 CMAHOApMHOU 003e 1 Me/Kke maccvl mena, nOOKOICHO, Kaxcovle 3 Hedenu, ¢

B03MOICHOCMbIO ICKANAYUU 003bl NPU OMCymcemeuu omeema 00 1,75 me/ke kasxicovie 6

nedenwv [125, 126].
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. [Tartuentam ¢ MJIC HM3KOTO pricka O€3 HeOIAroNnpUATHBIX AHOMAJIMK KapUOTHIIA,
¢ubpoza cTpoMbl THOOOH CTENEHH, y KOTOPHIX BEAYIIMM CHMIITOMOM SIBIISICTCS
KIMHUYECKH  3HayuMass  TPOMOOIMTOINEHHS, BO3MOXXHO  HMMYHHOIO  TeHe3a,
PEKOMEHJYeTCsl pacCMOTPETh BO3MOXKHOCTb — Ha3HAueHHWs] JAPYTUX  CHUCTEMHBIX
reMoctatukoB (#ntpombomara** or 50 go 150 mr BHyTpH, 1 pa3 B AcHB WK
#pomumuioctuma** 500-750 Mkr moakoxkHO 1 pa3 B HENEN0) C LEIbI0 MOBBIIICHHS
KOJIMYECTBAa TPOMOOIIMTOB, CHW)KCHHUSI 3aBUCUMOCTH OT TeMOTpaHC(y3Wil KOHIIEHTpaTa
TPOMOOIIMTOB M YMEHBILICHUS MPOSBICHHUI TeMopparuueckoro cuuapoma [24, 83-89].
YpoBenb yOeauTeqbHOCTM  pekoMeHgamuii B (ypoBeHb  10CTOBEpPHOCTH
0KA3aTeJbCTB — 2)

Kommentapuu: nposedeno neckonvko panoomMu3upo8antblx UCC1e008aHUll, pe3yibmamsl
KOMOpbIX OeMOoHCmpupytom 3¢h@dekmusHocms 0aHHO20 8U0d mepanuu y NayueHmos ¢
MJIC u3 epynnel HU3K020 pucka 6 6ude NOGblUleHUs KOAUYecmeda mpomMOOYumos u
VMeHbUleHUs NPOABIEHUL 2eMOpPauieckozo cunopoma 6 46—65% cnyuaes. Oouaxo, y
nayuenmog ¢ M/{C uz epynnsi gvicokoeo pucka, 6 uacmuocmu MJ]C ¢ uzbvimkom 61acmos,
odobasnenue #anmpomoonaza™* k mepanuu azayumuounom™* cnuzuno s¢hghexmuernocmo
nocneonezo u yseauyunio yacmomy npozpeccuu ¢ OMJI. 'V nayuenmoe ¢ M/[C uz epynnot
HU3K020 pucka npu mepanuu #pomuniocmumom** eeposmuocme npoepeccuu ¢ OMJI 6
meueHue 5 1em Ovlia conocmasuma ¢ KOHmpoavhou epynnou — 12% u 11%.

Jnsa pewenus 6onpoca o HazHaueHuu Opy2uUx 2eMOCMAmMu4eckKux cpeocms HeobXo0uUmMo
noayuenue 2ucmono2udeckoeo npenapama KM (mpenanobuoncus) u namonozo-
anamomuieckoe ucciedoganue oOuoncuiinoco (onepayuonnozo) mamepuanra KM ¢
npumenenuem ummynocucmoxumudeckux (MI'’X) memooos (c oxkpackoii no I'omopu) ons
onpeoenenus: Haruyus puopo3a cCMmpomoi.

e V mpamuentoB XMMIJI B 20-30% cioyuyaeB BO3MOXHO pa3BUTHE ayTOMMMYHHBIX
NPOSIBIICHUH, BKIIIOYash U UMMYHOOIIOCPEIOBaHHYI0 TpombonuTorneHuto. [laimentam c
MUEIO0AUCIIIaCTHYeCKUM BapuanToM XMMIJI U3 rpynmnsl HU3KOrO pUCKa IPU HATUYUU
TPOMOOLIUTONIEHUH, BEPOATHO UMMYHHOI'O TeHe3a, PeKOMEHA0BAHO Ha3HAUYEHUE JIPYTUX
CHCTEMHBIX I'eMOCTaTuKOB (#anrpombonara** ot 100 go 300 mr BHYTpH, 1 pa3 B JeHb,
cpenHsisi mo3a 150 Mr) ¢ 1enpl0 TOBBIMICHHS KOJWYECTBA TPOMOOIIMTOB, CHIKCHHS
3aBUCUMOCTH OT TeMOTpaHC(y3uil KOHLIEHTpaTa TPOMOOIMTOB U YMEHBIIEHUS
MPOSIBIICHUI TeMOpparnyeckoro cuuapoma [127].

YpoBenb yoeauteabHocTH pekoMeraanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB —
4)
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Kommenmapuu: pesynomamor |l azer xkiunuueckoco uccneoosanuss NCT02323178
NOKA3anu Xopowyto nepeHocumocms #Hagmpombonaza™* u sggexmusnocms, 6 8ude
nosvluenus Koauvecmea mpomboyumos y 46,7% boavnoix XMMJI [127].

[Mammentam ¢ M/IC u3 rpynmnsl HU3KOTO U MPOMEXYTOUHOT0-1 pucka mo mkane IPSS u
IPYIIBI HA3KOTO U MPOMEKYTOYHOTo pucka mo mkaine IPSS-R (cm. pasmen 7.1 maHHBIX
pPEKOMEHIallnii) C TUTIOTIIa3Hel KPOBETBOPEHHUSI, HOPMATLHBIM KaPHOTUIIOM, aHOMATHSIMH
XOPOIIIEro WK MPOMEKYTOYHOTO PUCKA, 38 UCKITFoUeHueM 70-, iS0(17Q), pexoMenayercs
npoBeneHne nMmyHocytpeccuBHoi Tepanuu (UCT): #unknocnopun** (#LICA**) B noze
5 Mr/kr/cyT. B 2 mpuema, BHYTpPb, I10J] KOHTPOJIEM KOHIIEHTpalUK H#HUKIOCHOpuHa™** B
CBIBOPOTKE KPOBH B BHJIE MOHOTEPANUU WIM C COYETAHUM C APYTHMHU Tperaparamu C
IIETbI0 JOCTHYKCHHUS MOJIOKHUTEILHOTO OTBETA MTPH KIMMYHHOW IIUTOTICHUH, B TOM YHCJIC H
TIOJTHOM KJIMHUKO-TeMaTojioruyeckoit pemuccuu [1, 90, 154].

YpoBenb  yOenuTeJbHOCTH  pekoMeHjauuii B  (ypoBeHb  [10CTOBEpHOCTH
JA0KA3aTeJbCTB — 2)

KommenTapuu: onpedenennoe cxo0cmeo KIuHUYECKUX U MOPGDHOI0SULECKUX NPOAGTEHUL
eunonnacmuveckux gpopm MIC u AA, 00KA3AHHBIX UMMYHHBIX MEXAHUIMOB PA3GUMUSL
yumonenuu npu MJIC ¢ eunonnazuei Kposemeopenus, a makdice KIUHUYECKUe
Haoba0eHus, Kacarouwuecs 3ppexma UMMYHOCYNPECCUBHO20 8030€liICMBUsL Y OMOETbHbIX
nayuenmos, ne2iu 6 ocHogy mecmuposanusn #BATI** ¢ kauecmee memooa mepanuu 8 08yx
KU 2-11 u 3-u ¢paz. Ilo 06vedurenuvimM OaHHbIM SMUX NPOEKMO8, OMEEMUNU HA MePANuI0
30% nayuenmog c konuvecmeom oaacmuulx kiemok 6 KM menee 5%. B cumyayuu PAKC
unu PAUB eeposmnocms omeema HesnauumenvHa. B pesyromame nayuenmor MJIC u3
epynnwvl  Huzkozo  pucka no  IPSS,  ecunoxnemounviv KM no  Odammbim
namomopgono2uiecko2o Uccie008anus, ¢ KOPOMKUM NEPUOOOM Hnpeduiecmayrouel
cemompancgysuonrou mepanuu u Haruyuem HLA-DR15 umerom evicokyro eéeposmuocmo
omeema Ha UCT. Haunyuwue pesynomamol 0aem komounuposannas mepanus #ATI** u
#L[CA™*. Taxorce, yuumsigas cxoocmeo namozenesa MJC ¢ eunonnasueii KposemeopeHus
U an1acmu4ecKkoll anemul, 803MONCHO 000agieHUe OPY2UX CUCMEMHBIX 2eMOCMAMUKO8, 8
yacmuocmu #anmpombonaza** 6 0ose 150 me/ cym, suympo, k mepanuu #L{CA** [127].
Ha ocnose umerowuxca oannvix, komounuposannyro UCT #ATI** u npuema #L]CA**
B6HYMpPb 8 meueHue 6 Mecayes ciledyem paccMampueams 6 Kavecmee 8vlOopa O
nayuenmos ¢ MJ]C, C koauvecmeom onacmuulx kiemok 6 KM menee 5%, nopmanvHoim
Kapuomunom uiy mpucomuel Xpomocomsl 8, 2emompanc@y3uoHHOU 3a8UCUMOCTIbIO

Mmenee 2 Jient, Komopble He A6JIAAI0MCA Kanouoamamu Ha Jle4eHue pocmoevlmu qbaicmopamu,
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unu mepanusi KOmMopviMu oxazanacv Hesggexmusnou, ¢ eenomunom HLA-DRI1S,
munumanvuvim [IHI -knonom u mymayueti 6 cene STAT3.

Ha ocnosanuu onvima poccuiickux ucciedo8amensbCkux YeHmpos npeocmasisaenmcs
B03MOJICHLIM  peKoMeHOo8amb npogedenue monomepanuu H#HL[CA** ona mou once
Kamez20puu RNAYUEHMO8, a MAaKdxHce NayueHmam ¢ OJ1A2ONPUAIMHBIMU 8APUAHMAMU
kapuomuna u mpucomueu 8. Ilposedenue UCT nayuenmam ¢ M/C modxcno navunams c
Haznauenus #LJCA** 6 0o3ze 5 me/ke/cym. énympo, pazoenus 003y npenapama Ha 2 npuema,
no0 KOHmMpOJeM KOHYEeHMpayuu npenapama 8 Cbl@OpOmKe Kpo8U U OUOXUMUYECKUX
noxazamenei kposu. Ilpu e2o Hed(pghekmusnocmu 6 mevenue 3—6 mecsyes,
yenecoobpasno nposedenue kypca HATI** 6 0oze 20 me/xe/cym 6 1-5 OHu 6 6uoe
onumenvhol eHympueennou ungysuu [1] ¢ nocredyrowum 60306H061eHUEM NpUEMa
#IJCA**. Bo3MOJNCHbIM BAPUAHMOM JNe4eHUsT ABIAEMC HAYAL0 MePpanuu ¢ 88e0eHUs]
HATI** 6 0oze 20 me/xe/cym. 6 meuenue 5 oneu [1] unu 40 me/ke/cym. 6 meuenue 4 oueil
[90], ¢ nocreoyrowum nasnauenuem #L[CA** na 14 oemv om mauwana HUCT. Ilpu
omcymcmeuu d¢pgpexkma om xomobunuposannou HCT 6 meuenue 6-9 mecayes u
omcymcmeuu npozpeccuu 3a0071e6aHUs 8 guoe ygenudeHus OJ1acmHublX K1emoK U NOsA6NeHUs
HOBbIX YUMO2EHEMUYEeCKUX USMEHEHUU, B03MOJNCHO BbINOIHEHUEe CHIEHIKMOMUU ULU
noemoproco kypca #HATI** Obwas orumenvHocms mepanuu 01 NAYUEHMOS,
omeemuswiux Ha #L[CA**, donxcna cocmasiame ne menee 24 mecsayes. UCT naubonee
onpasoana npu UNONAA3UU KPOBEMBOPEHUS UMY HEPABHOMEPHOU KIEeMOYHOCMU C
yuacmkamu eunonaasuu uiu anaazuu KM. Ilpu MJ][C-UB-1 c¢ 6aaconpusmusimu
AHOMATUAMY KAPUOMUNA U SUNONIA3Ueli KpOBemeopeHus. MmaKice Mo*cem HA3HAYAMbCsL
UCT, oonaxo moavko nociie KOHCYIbmayuu 8 (edepaibHoMm yeHmpe.

Ilpu nesgppexmusnocmu HCT u coxpanenuu GvlpaAN’CEHHOU 3ABUCUMOCMU  OM
cemMompanc@ysuil.  KOMNOHEHMAMUu KpO8U  YelecOOOpAa3HO  peuilenue 80Npoca O
803MOdHCHOCMU 8binoNHeHus aino-TKM.

[Mamuentam ¢ MJIC ¢ u30mupoBaHHON Jenenueit JUIMHHOTO miieya XxpoMocoMel 5 (MJIC-
5(Q) mpu HEBO3MOXHOCTH TpoBenaeHuss i HedpdektuBHOCcTH Tepamuu  DIICIT
peKoMeHayeTcsl TIPOBEICHHUE TePAUy JICHATUIOMUIOM™** ¢ 1IeThI0 JOCTUKEHHS TTOJTHOM
KIIMHUKO-TEMAaTOJIOTUICCKOW W IUTOTCHETHYECKOH PEMHCCUH, WIH JIIOOOT0 JIPyroro
TIOJIOKUTEIBHOTO 0TBeTa [56, 91]

YpoBeHb  y0eIMTEJBLHOCTH pekoMeHaanmii A  (YpoBeHb I0CTOBEPHOCTH
0KA3aTEJbCTB — 2)

KomMeHnTapuu: 6 xode nposedenus ucciedosanuii 0Ovlia OO0KA3AHA  BbICOKAS

aghghexmusrnocms nenarudomuda™* y nayuenmos ¢ M/C c del(5q). Mexanusm oeticmsus
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npenapama npu MJ]C o0bvacHuiemcs NPAMbIM YUMOCMAMUYECKUM B030elicmeuem Ha
namonozuueckuii Kion kiemox c¢ del(5q) u cmumynupyrowum s¢pgpexmom 6 omuourenuu
HOpManbHblX 3pumpoudHvlx kiemoxk KM. Hezasucumocmo om cemompancghyzuti SCK/K
oviia Odoxkymenmupoeana 6 61 u 70% cayuaes (p >0,05). Meouana epemenu 00
docmudiceHuss omeema cocmasuna 4—6 wneodenv. YV nayuenmos ¢ MJC 6es3 del(5q)
agppexmuenocms Heckoavko Hudce — 25—27% cryuaes.

Ilpumenenue nenanudomuoa™* naubonee onpagoano y mpaHcpy3UOHHO3ABUCUMBIX
nayuenmos ¢ MJIC ¢ del(5q) (u oononnumenvHou 00HOU ONA2ONPUAMHOU NOJOMKOLL,
Kpome abeppayuil 3 u 7 XpoMOCOM) Uil y8erudeHuem yucia oaacmmuwix kiemok menee 10%
U3 2pynnsl HU3K020 UIU npomexcymounozo-1 pucka no IPSS, komopvie ne asnawomcs
Kanouoamamu Ha mepanuto opyeumu aumuaremuveckumu npenapamamu (IIICII) uiu ne
noayuunu aggexma om ux npumenerus. Jlenaruoomuo** nazuauaemcs 6 0oze 10 me
éHympv 6 [1-21 Onu, kadcovie 28 omeu. Illpu pazeumuu ecemamonocuueckou uiu
He2emMamono2uiecKol MOKCUYHOCIMU YenecooOpasHo cHudceHue 003vl 00 5 me/cym unu 10
M2 uepe3 OeHb, 8 MAKOU 003€ B03MONCEH NOCMOSAHHbIN npuem 0e3 nepepwiea.
OnmumanvHas nPoOOANCUMENbHOCHb MEPANUU TeHATUOOMUOOM ** He onpedeneHa, HO, No
gcetl BUOUMOCMU, OO0NHCHA OblMb O2PAHUYEHA BpeMEeHeM NOBblUuleHUs NoKazamelell
2emMo2nobUuHa 00 8epxHell epanuybl HOpMbl, 00 MOMEHMA HAYANA NPOSPECCUPOBAHUSL UTU
24 mecayeg obuelt npoOONCUMENbHOCU JIeYeHUsl 8 CIyYde COXPAHAIWe20csi omeema. B

Hacmosiee 8pemsl, 80NPOCbl OMMEHbL JTeHATUOOMUOA™™

npu OOCMUIICEHUU CMOUKO20
2emMamonocuiecko20 U NONHO20  YUMOEHeMU4ecKko20  omeema  OOJIHCHbI
paccmampueamuvcsi UHOUBUOYATIbHO.

Mo nauana mepanuu nenanudomuoom™** yenecoobpaszno ucciedosams Mymayuu 8 ceHe
TP53, mak Kkax npu ux Haiuyuu ommedeHa 0Oonee KOPOMKAs NPOOOJHCUMENbHOCHIb
NONOACUMENLHO20 OMBEmMa U 8blCOKAS eposimHocmy npoepeccuu 8 OMJL

[Mammmentam ¢ MJIC u3 rpymimbl HU3KOTO U poMexxkyTodHoro 1 pucka o IPSS, wmm ouens
HU3KOT0, HU3KOTO M MpoMexyTouHoro (<3,5 6amnoB) pucka mo IPSS-R, B orcyTcTBHH
HEONaronpusATHBIX aHOMalui kapuotuna npu HedpdexTtuBHOcTH Tepanuu IIICII
peKOMeHyeTcsl TIPOBeIeHHE Tepanuu JieHamuaoMuIoM™* B nose 10 mr, BHYTpb, ¢ 1 O
21 mam, xaxasie 28 mHEH, ¢ oneHkou 3¢dekTa mocie 4 KypcoB TEpaluH, C IEIbIO
JOCTW)KEHHS TIOJHOM KIMHUKO-T€MaTOJOTHYECKOW PEMHMCCHUH, WM JIF0O0ro Apyroro
MOJIOKUTEIFHOTO OTBETa B MOHOpEKUMe Wi B couetanuu ¢ DIICII B cranaapTHBIX J103ax
[81, 82]

YpoBenb  yOeauTeqbHOCTHM  pekoMeHaanuii B (ypoBeHb  /10CTOBepHOCTH

JA0KA3aTeJbCTB — 2)
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Kommenrtapuu: npu neagpgpexmusnocmu IIICII  nenarudomuo™™  obecneuusaem
Hesasucumocmo om cemompancysui ICK/IK 6 20-30% cnyyaes, a couemaHnuoe
npumenenue IIICII 6 cmanoapmmuvix 003ax ¢ AEHATUOOMUOOM™ ™ NO380AI0M NOBLICUMb
agppexmuenocms 0o 39-46 %. Ilo pezynomamam panoomuzuposanno2o ucciedosanus 111
gaszvl ¢ yuacmuem 131 nayuenma ¢ M/C 6e3 deneyuu 5q, u3 epynnvl HU3KO20 PUCKA,
peppaxmepuvix k ICII u 3asucumvimu om neperusanuti ICKJAK spumpoudnsiii omeem
ObL NOTYyUeH npu MOHOMEPAnuU JeHAIUOOMUOOM™™ & cymounoti 0oze 10 me snympo, ¢ 1
no 21 OHu, xaxcovie 28 Omeil nocie 4 yuxnos mepanuu 6 23,1% crayuaes u mna
KOMOUHUPOBAHHOU Mepanuu 1eHAAUOOMUOOM™>* & moii e d0oze ¢ couemanuu ¢ IIICIT
(#onoomun  6ema** - 60000 ME/meoeno) 6 39,4% (p=0,044). Meouana
npoodondcumenvHocmu omeema cocmasuna 18,1 u 15,1 mecaya, coomeemcmeeHHO
(p=0,47). [lo6ounvie s¢hhexmul vl cxoxcumu 6 obeux epynnax. Huskuil yposenv D110
8 CblBOpOmMKE KpPOBU ABAAEMCs NPEeOUKMOPOM OOCMUICEHUS IPUMPOUOHOSO OmEemd.
Ananocuunoe KU 1l ghaszwl s¢ppexmuernocmu nenanudomuda 6 MOHopedcume 6 CpasHeHuu
¢ KOMOUHUPOBAHHOL mepanuell JeHAIUOOMUOd 8 coyemanuu ¢ #anosmunom aroha™*
meuenue 16 Hedellb NPOOeMOHCMPUPOBA CONOCMAasUMble NoKasamenu d¢hgdexmuenocmu—
32,3% u 46,5%, coomseemcmsenno. Tepanurwo aeHAIUOOMUOOM™™  yerecoobpasHo
nposodums npu abconromuom Koauvecmee etimpogunoe >0,5x10%1 u mpomboyumos
>50x10 /.

° [Mamuenram ¢ MJIAC/MIIH: XMMJI-0 wm MJIC/MIIH ¢ KonbIeBbIMH
cunepobiaacTaMi U TPOMOOIIMTO30M NPU HAJMYUU TPAHC(HY3MOHHOW 3aBUCHMOCTH OT
OCKIK wu orcyrctBum 3ddekra, wuiam HeBo3MokHocTH HazHadeHus OIICIT
peKoMeHayeTcsl Ha3HaueHHe #ineHanuaoMuaa™* B cyrounoit noze 10 mr, BHyTpb ¢ 1 Mo
21 mau, kaxaeie 28 mueit [128-130].

YpoBenb yOenureqbHOCTH pekoMenaaumid - C  (YpoBeHb JOCTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

KommenTapun: nasnauenue #ienaruoomuoa™* nayuenmam ¢ MACIMIIH -KC-T npu
Hanuyuy mpanc@y3uoHHO-3a8UCUMOU AHEMUU NPUBETO K 2eMAMON02UYECKOMY VIV HUUEHUIO
6 42-50% cayuaes, ¢ meouanoii npooondxcumenvrocmu omsema 10-11 mec. [128, 130].
[Tartuentam ¢ MIC-Ub nnu MJIC 6e3 Wb ¢ HeGmaronpusTHEIMA aHOMAJIMSIMU KapUOTHIIA,
KOTOpBIE TIPU CTPaTU(UKAIINYA OTHECEHBI K TPYIINE MPOMEKYTOYHOT0-2 H BRICOKOT'O PUCKa
nmo mkane IPSS wmmu k rpymnme mpomexxyTtounoro (>3,5 6ayuioB), BBICOKOTO M OYEHB
BbICOKOTO pucka o mkane IPSS-R (cm. paznen 7.1 nanHbix pekomenaanuii), ¢ XMMJI -
1, XMMIJI-2, aXMJI, MAC/MIITH-HeknaccuunupoBaHHOM, a Takke manuertam MJ[C u3

IPYyNIbl HU3KOTO pUcKa NMpU He3(PPEeKTUBHOCTU MEpBOIl M BTOPOI JIMHUI Tepanuu, JUIs
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JNOCTIDKEHHSI PEMHCCHU WM JPYroro IOJIOKUTEIFHOTO OTBETa PEeKOMEHIyeTcst
MIPOBEICHUE Tepalnuy aHaJIoraMH MUPUMHJIMHA — a3alUTUAMHOM™** mim aenuTaOuHOM
[92-96 , 131-134].

YpoBenb  yOenurTeqbHOCTH  pekoMeHaaumid B (ypoBeHb  J10cTOBEpHOCTH
J10Ka3aTeJIbCTB — 1)

KomMmenrapun: azayumuoun™* u oeyumabun omHOCAMCA K OPUSUHATLHOMY KIACCY
aAHAN0208 NUPUMUOUHA — CUNOMEMUIUPYIOWUX daeeHmoe uiu uneubumopos JIHK-
Memunmpancgepasvl,  pepmenma, omeeuarOweco  3a  MEMUIUPOBAHUE — BHOBb
cunmesupyemoti /[HK.

B ceeme omcymcmeus npsamvlx cpagHumenbHbiX Ucci1e008aHULl MexHcoy a3ayumuounom**
U 0eyumaOuHoOM HeBO3MONCHO COeNAMb OKOHYAMENbHBIU 8bIB00 O NPEUMYUecmaee mo2o
unu 0pyeozo npenapama.

Azayumuoun™** naznauarom 6 HeCKOIbKUX PeHCUMAX:

Azayumudun** - 75 me/m? nookoosicno 1 paz 6 cymxu 1-7 Onu kascovie 28 Oneti unu
#Azayumuoun™*- 75 me/m? nookosxcno 1 paz 6 cymxu 5-2-2 (npenapam eeooumcs 1-5-1i
u 8~9 onu xypca, 6-ii u 7-1i Onu — nepepwig) kadxcovie 28 oneti [131] — amom pescum mosxcno
UCNONb308aMb NPU Jle4eHUU 8 OHEeBHOM CMAYUOHAPe NPU HEBO3MONCHOCMU B8E0CHUS.
npenapama 6 6blXOOHble OHU, 6 MAKOM CIyuae HAYUHAMb KYpC UYenecooOpasHo ¢
NnoHeOenIbHUKd, Ul

#Asayumuoun™®* - 75 me/m? nookoscno 1 pas 6 cymxu 6 1-5 onu xasxcowie 28 oneti [96]
unu

#Azayumuoun®* - 75 me/m? nookoscno 1 pas 6 cymu 6 1-3 onu xascovie 28 oueii [131].
Ilpumenenue #azayumuouna™* 6 mpexonesHom pedcume NPeONOUMUMENbHO OJs
nayuenmog ¢ M/[C u3 epynnvl HU3K020 pucka, npu omcymcmeuu d¢pgpexma om mepanuu
1 u 2 nunuu, a maxace 03MONHCHO NPU NPOBEOCHULU NOOOEPAHCUBAIOUIEL MEPANUYU C YYiemoMm
BbISABIECHHOU 2eMAMON0CUYECKOU MOKCUYHOCMU.

Haubonee npeonoumumenvhvim a6usemcs 7-OHesHbIU KYPC Mepanuu azayumuounom **,
Ilpu omcymcmeuu npoepeccuu 3ab6onesanusi 3Q@dexmusHocms mepanuu HeoOX00UMO
oyenusams nocie 4—6 kypca (konuuecmseo pekomenoyemvix Kypcog — munumym 6). Ilpu
NONONCUMENLHOM —omeeme  (NOAHAs, YACMUYHASL UTU  KOCMHOMO3208d51 PEMUCCUS,
2emamoniocuieckoe yayuulenue) mepanuto ciedyem npoooadCums 00 MOMEHMA pa3eumus
BbIPAINICEHHOU 2UNONIA3UL (ANAA3UL) KDOBEMBOPEHUS, KAK NPOSIGIEHUS 2eMAMOL0UYECKOlL
MoKCUYHOCmu Ui npozpeccuu 3abonesanus. Ilpu He OocmudiceHuu KIUHUYECKU
BHAYUMO20 2eMamonocuieckoeo omeema uau pazeumuu npoepeccuu MC noxazana

CMeHa maKmuKu mepanuu.
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Heyumabun MoANCHO UCNONIB308AMb 8 HECKONIBKUX PEHCUMAX

Heyumabun - 20 me/m? 6 sude 60-murnymnoti unghysuu 1 paz 6 oenv 6 15 onu kasxcovie 28
OHell unu

Heyumabun - 15 me/m? 3 paza 6 denw 6 sude 3 uacos enympueennoi ungysuu ¢ 1-3 onu,
Kagicovle 6 Hedelb UU

#eyumabun - 20 me/m? 6 6ude 60-vunymnuoii ungysuu 1 paz 6 denv 6 1-3 Onu Kasxicovie
280mei. [131]

Ilpu omcymcemeuu npocpeccuu 3aboneeanusi d¢hgexmusHocms mepanuu  ciedyem
oyeHueamv nocie 4 Kypcos (KOIU4ecmeo peKoMeHOYeMblX Kypcos OeyumaduHa —
munumym 4). Ilpu nonosxxcumensnom omeeme (NOIHASA, YACMUYHASA UIU KOCIHOMO320805
pemuccus, 2emamonocudeckoe YiyuuleHue) mepanuro ciedyem npoooadcunb 00 MOMEHmMa
Pa38UmMusl blpaAd*CEHHOU 2UNONIA3UU KPOBEMBOPEHUSL, KAK NPOSABIEHUS 2eMAMOL02UYECKOlL
MOKCUYHOCMU — UIU  npozpeccuu  3a0601e6anusi. TpexoHesHulll  pencum  B86edeHus
#Hoeyumabuna npeonoumumenvree 0 nayuenmos ¢ MJ[C uz epynnvl HU3K020 pucka, npu
omcymemeuu 3¢gpexkma om mepanuu 1 u 2 auHuu, a maxdice Npu NPOBEOCHUU
nooodepxcugaroweli mepanuy nPU BblAGIEHHOU 2eMaAmMOoN02UYeCKOl MOKCUYHOCTMU.
Bonpoc 0 cpokax OKOHUAHUS OAUMENbHOU MEPAnuU aHaI02AMU NUPUMUOUHA Oe3
gvinonnenus anno-TKM 0o cux nop He peuten u HAXOOUMCs HA cMaouu 0OCYIHCOeHUs 8
MeAHCOYHAPOOHOM 2eMAMONO0SUYECKOM coobwecmae.

Y nayuenmos ¢ XMMJI -1 u XMMJI-2 u3 epynnei npomedcymounozo -2 u 8biCOK020 pUucka,
aXMJl, MJIC/MIIH-KCT u MJC/MITH-nexnaccugpuyuposannvivm azayumuoun™> u
oeyumabun npooemoncmpuposanu dgpgexmuenocms 6 17-10% cnyuaes, c 0ocmudcenuem
noanvix pemuccuil 8 1-45%. Haunyuwue pesyniomamul Obliu npoo0emMOHCMPUPOSaAnsl Npu
Hanuyuu mymayutl 6 2ene TET2, 6 omcymemeuu mymayuii 6 cene ASXLL. Ilpu XMMJT
aghpexmusrnocmo 6 gude 00CMUICEHUSL NOJIHBIX PEMUCCULL HA Oeyumabuie ObLIA HeCKOILKO
sviue, yem Ha azayumuoune™™, 23% vs 10%, u naunyuwiue pe3yrbmamol HA mMepanuu
oeyumabunom 6wy nonyuenvt npu XMMJII-M]], vem npu XMMJI-MH. [131, 132, 133,
134]

Pesicumul 6sedenus azayumuouna™™ u oeyumadbuna oounaxoswvie npu MJ[C u MJJC/MIIH.
[Marmmentam MJIC ¢ n30bITKOM OJIACTOB M3 TPYIITBI BEICOKOTO ¥ OY€Hb BRICOKOTO PHCKA TI0
IPSS-R npu Hamuumm HeONArompusATHBIX aHOMaNMi Kapuotuma, XMMIJI-2 ¢
HEONMAaronpUsTHBIMA QHOMAIUSIMH  KAapHOTHIIA W3 TPYIMIBl MPOMEXKYTOYHOTO -2 U
BbIcokoro pucka mo CPSS, aXMJI u M/IC/MIIH-H ¢ xomuuectBoM OnactoB >10%
HaAJIMYMEeM HeOJIaronpHusITHBIX aHOMAIUK KapUOTHUIIA B KAYECTBE WHIYKIIMOHHOW Teparuu

Win Tpud  HedPPEKTHUBHOCTH | JHMHUM Tepanuu WIA TpH Pa3BUTHU pEIUIUBA

54



pexoMeHAyeTcsl TPOBEACHUE Tepalnuu a3alUTUAMHOM™* B COUYETaHUM C JPYTUM
MPOTHBOOITYXOJIEBBIM IpenaparoM: #BeHeroksiakcom™* [135, 136, 138, 139, 144].
YpoBenb  yOenurTeqabHOcTH  pekoMeHgauuii C  (ypoBeHb  JIOCTOBEPHOCTH
J0KA3aTeJIbCTB —4)

Kommenmapuu: evicokas sgpghexkmusnocms  npu  newenuu OMJII  kombunayuu
#eenemoxnaxca** (uneubumopa bel-2) ¢ asayumuounom™*, npusena xk usyuenuro dannoi
komounayuu y nayuenmos ¢ MJ[C u MJIC/MIIH, xomopas no360oauna nosvlcume
agppexmuenocmsv 0o 87%, ¢ oocmuoscenuem IIP ¢ 35% cnyuaes (azayumuoun™* u
#eenemoknaxc**), umo ocobenno eadxcro ons nayuenmos MJI[C u3z epynnvi 6blcOKO20
pucka u M/[C/MIIH, komopsim nianupyemcs gvinoanenue anno-TKM.

Pexomenodyemvie cxemvl mepanuu:

#Benemoxnaxc**, enympo, 1 oenwv -100 me, 2 oenw -200 me, 3-14 onu - 400 me, xasxicovie
28 onueul 6 couemanuu c:

Azayumuoun™* 75 me/m2, nookoowcro, 1-7 Onu, kasxcovie 28 Oneil uiu

#HAzayumuoun™* 75 me/m2, nookoscno, 1-5 onu, xasxcovle 28 ouetl unu

Ipu MJIC/MIIH I-v11i Kypc yenecoobpazno HauuHamo npu Koauvecmae aetikoyumos <10-
20x10°%1 ¢ sckanayueii dozvl #eenemoxnaxca™*.

#Benemoxnaxkc**  memabonusupyemcs — npeumyweCmeeHHo - noo  oelicmeuem
usogepmenmos yumoxpoma P450 cemeticmea IIIA (CYP3A). Ilpu couemannom npueme
#eenemorxnaxkca™* u ymepennuolx u mowyHvlx uneubumopos CYP3A neobxooumo koppexyus
003bl npenapama, 8 COOMEemcmaeul UHCMpPYKYuu.

Ilpu pazsumuu msadxcenoi HeumponeHuu U UHOEKYUOHHLIX OCIONCHEHUU 003a U
npoooIICUMENbHOCb Npuema #eenemokiakca™™* mozym oOvime pedyyuposamsi.
[aruentam MJIC ¢ u30pITKOM 071aCTOB U3 TPYMIIBI BHICOKOT'O M OYEHb BHICOKOI'O pHUCKa O
IPSS-R npu Hanmuuumu HeONarompusATHBIX aHOManNMi Kapuotuma, XMMIJI-2 ¢
HEOJIarONMPUATHBIMUA  aHOMAJIMSMH KapUOTHIIA W3 TPYIIIBl MPOMEKYTOYHOTO -2 H
Bhicokoro pucka 1o CPSS B kadecTBe WHAYKIMOHHOW Tepanmuul WM  IPH
Hed((HEeKTUBHOCTH | JUHWM Tepanuyl WM TPH Pa3BUTHU PEIHIUBA PeKOMEHIyeTcs
MPOBEJICHUE TEpanmuu JACUTAOMHOM B COYETAHHH C JPYTMM MPOTHBOOMYXOJEBHIM
mpenaparoM: #BeHeTokimakcom™* [136, 144,].

YpoBenb  yOeaureqabHOcTH  pekoMeHaamuii C  (ypoBeHb  J0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

Kommenmapuu:  evicokas s¢gexmusnocmos  npu  aevenuu OMJI  kombunayuu
#eenemoknaxca™*  (uneudbumopa  bel-2 - (LOLXX  Ilpouue  npomusoonyxonesvie

npenapamol)) ¢ 0eyumadbuHoOM NPUeeld K U3y4eHuro OAHHOU KOMOUHAYULU Y NAYUEHMO8 C
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MIC u MJIC/MIIH, xomopas no3soauna nosvicums s¢ghgekmusnocmov 0o 4%, c
oocmudicenuem I[P 6 47% cnyuaes, umo ocobenno gadxcro onsa nayuermos MC uz epynnoi
8bicoK020 pucka u XMMJI-2, komopvim nianupyemcs gvinoanenue anno-TKM.
Pexomenoyemvie cxemovr mepanuu:

#Benemoxnaxc™*, enympu, 1 denv -100 me, 2 0env-200 me, 3-14 onu-400 me, xasxcovie 28
OHell 8 COYemaHuu c:

Heyumabun 20 me/m?, euympusenno, 1-5 onu, xasxcowvie 28 omeri unu

Ipu MJ]C/MIIH I-viti Kypc yenecoobpaszno Hauunams npu Koauvecmee aelikoyumos <10-
20x10°%1 ¢ sckanayueii dozvl #eenemornaxca™*.

Ilpu pazsumuu msadxcenou HeumponeHuu U UHQEKYUOHHBIX OCIONCHEHUL 003bl U
npoooIAHCUMENLHOCb NpUuema #eenemoxnaxkca™* mocym ovims pedyyuposambi.
Marmuentam MJIC ¢ u30pITKOM 0JaCTOB U3 TPYMIIBI BHICOKOT'O M OYEHb BHICOKOT'O PHUCKA IO
IPSS-R npum Hamuumm HEOMArompusATHBIX aHOMaNMi Kapuotuma, XMMIJI-2 ¢
HEONMaronpusTHHIMU AHOMAIMSIMHM KApUOTHUIA W3 TPYNNBl MPOMEKYTOYHOTO -2 U
BbICOKOTO pricka 1o CPSS, ¢ HammumeM HeONarompusTHBIX AHOMATUN KapHOTHIIA B
Ka4yecTBe MHAYKIIMOHHOM Tepanuu Win npyu HedPPEKTUBHOCTH | TUHUM TEPANIUU WU TIPU
Pa3BUTHH pPELUINBA PEKOMEHIYeTCsl MPOBEICHUE Tepanuu #IuTapabuHOM™** B MaJIbIX
J03aX B COYETAaHUU C APYTUM IPOTHUBOOIYXOJIEBBIM IpEnapaToM: #BEHETOKIaKCOM™™*
[140, 165].

YpoBenb  yOeauteabHocTH  pekoMeHaauuidi C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

Kommenmapuu:  evicokas sghgpexmusnocms  npu  aeuenuu OMJI  xombOunayuu
#eenemoknaxkca™*  (uneudbumopa  bel-2 (LOLXX  Ilpouue  npomusoonyxonesvie
npenapamol)) ¢ Fyumapaburom™* ¢ manvix dozax oocmuena 67%, npu mom, umo mpenmo
nayuenmos 6viia nocie mepanuu CUNOMemuUIUPYOWUMY NPEnapamamut Ha npeovbloyuux
omanax nevenus MJ[C-UB u3 epynnvl 6vicokoeo pucka. Yuumwvieas smom ¢hakm,
Cco00Wecmeo IKCnepmos cuumaenm YenecooopasHbiM pekoMeH008amsy Ons NAYUEHMO8
MJIC-UB2 u XMMJI-2 ¢ nebrazonpusmuvimu aHOMAmIusMu Kapuomund, a maxdce npu
Pe3UCmMeHMHOCmU K Npo8ooUMOll mepanuu HasHaveHue Komounayuu #eememorxnaxkca™*
(uneubumopa  bcl-2 - (LOIXX  [Tlpouue  npomuseoonyxonesvie — npenapamsi)) ¢
Hyumapaburnom™™* 6 manvix 003ax, ¢ NPOOOIHCUMENbHOCMbIO npuema #eenemornaxca™** ¢
meyeHue 14 Owuell, no ananocuu ¢ Kypcamu KOMOUHUPOBAHHOU mepanuu ¢
SUNOMEMUNUPYIOUWUMU NPENaApamami.

Pexomenoyemvie cxemovr mepanuu:
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#Benemoxnaxkc™*, enympn, 1 oenwv - 100 me, 2 oenwv - 200 me, 3 denv 400 me, 4 - 14 onu-
600 me, kadxcovie 28 Oneli 6 covemanuu c:

#L[umapabur™* 20 me/m?, 1 paz é denv, nookosicno, 1-10 Onu, kaxcovie 28 Oneri unu
#Lumapabun™*, 10 me/m2 x 2 paza 6 denb, nookoxcho, 1-10 onu, kaxcowvie 28 oueii. [140,
165, 166].

B Hacmoswee epems  nposooumcs  OanvHeuiuiee — usyueHue  3ppexmusHocmu
#eenemornaxca** npu M/[C 6 paznuunvix KOMOUHAYUSIX.

#Benemoxnakc**  memabonuzupyemcs — npeumMyujeCmeéeHHo — noo  oelicmeuem
usogepmenmos yumoxpoma P450 cemeticmea IlIA (CYP3A). Ilpu couemannom npueme
#Heenemorxnaxca™™ u ymepennvix u mowHwix uneuoumopos CYP3A neobxooumo koppekyus
003bl npenapama, 8 COOMEEeMCcmauUn UHCMpPYKYU.

Ilpu pazsumuu msdicenot HeumponeHuu u UHMEKYUOHHBIX OCIAONCHEHUN 003bl U

nPOOOINCUMENLHOCMb 88e0eHUss Hyumapabuna™* u npuema #eenemornaxca™*

mozym
ObIMb PeOyYUPOBAHHL.

[Mammentam ¢ MJIC U3 rpymnibl MPOMEXYTOYHOTO-2 M BBICOKOTO pucka 1o mkane IPSS u
W3 TPYIIBI TPOMEKYTOUYHOTO, BHICOKOTO M OYE€HBb BBICOKOTO pucka mo mkaie IPSS-R,
narmentam ¢ MJIC/MITH: XMMJI-2 ¢ HeOnaronpusTHBIMH aHOMAJIMSMH KapHOTHIIA,
aXMJI u MJC/MIIH-u ¢ OnactHeiMu kietkamu oT 10% mo 19% B kadecTBe
WHAYKIIMOHHOM Tepanuu mpu HedPPEKTUBHOCTH HU3KOI03HOM MK cTaHaapTHON X T mpu
nporpeccun M/IC pekoMeHayeTcsi MpoBeIeHNE Kypca #iiuTapabuHa™* B MajbIxX 103ax U
#unapyOunuHa™* ¢ THIIOMETHIMPYIOIIUM MPAHMHUHTOM JEIUTa0MHA WK a3aluTHANHA**
(Dac-lda-AraC Aza-lda-AraC) c 1enbi0 JOCTHXKEHHS MOJIOKUTEILHOTO OTBETA, B TOM
YKCIIC U TIOJHON KIMHUKO-TeMaToJoruueckon pemuccuu [97, 98, 156].

YpoBenb  yOeauteabHocTH — pexkomenaauuid C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuu: nposedenue IIXT no npoepammam newenus OJI y nayuenmos ¢ MJC
CONpo8OIAHCOAemMcs: YMEPEHHOU 3P HeKmueHoCmvio, OIUMETbHLIMU MUETOMOKCUYECKUMU
aAcpaHyIoyumo3amu, BbiCOKOU paHHell JjgemanvHocmeio (~20%) u  HeboabWIOl
NPOOOIHCUMENILHOCBIO pemuccuu. I unomemunupyowuti npaumMure nepeo Kypcom Maablx
003 #yumapadbuna™* u #uoapyouyuna** yeeruuusaem anonmo3s 6 onyxonesuvlx Kiemkax u
NpUBOOUM K YBeIUUEHUI0 YUMOMOKCULeCcKoeo d¢hghekma Ha InelikemuyecKue Kiemiu.
Beposimuocmov docmuoicenus I[IP y nayuenmos ¢ MJIC u3 epynnvl nHebO1a2onpusimmoz2o
pucka cocmasnsem 40—-60%, npu HeevbiCOKOU panHeu 1emantbHOCmU.

B @I'BY «HMUL] cemamonocuur» M3 P® paspaboman u 6HedpeH 8 KIUHUYECKYIO

npaxmuxy xypc Aza/Dac-lda-AraC: #azayumuoun™** 75 me/m? nookosucno 1 pas 6 0ens unu
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Oeyumabun 20 me/m? enympusenno 1 paz é denv 1-3 Onu, Hyumapabun™** 10 me/m? 2 paza
6 0etb nookodcHo 4—17 Onu, Huoapybuyun** 3 me/m? enympueenno 1 pas 6 denv 4—10 Ouu.
[156]. [Ilpu paszeumuu annasuu KpogemeopeHus, MANCENbIX UHDEKYUOHHbIX UIU
2eMOpPPAUYeCcKUX OCIONCHEHULl B803MONCHO YKopoyeHue Kypca 0o 10 oweti obweti
npooondicumenvHocmu  (Hyumapabun™* esooumcs 6 meuenue 7 Oueu 6 4—10 Onu,
#Huoapyouyun** 6 meuenue 5 oneti — 3-8 onu) [156].

Oyenka s¢hcpexma npu omcymemeuu npoepeccuu 3a601e6aHuss 0Cyujecmensemes nocie 2-
20 Kypca mepanuu uyepe3 28—35 oOwueil nocie okonuanus xypca. Ilpu oocmuocenuu [P
npogoosam 2 Kypca koncoauoayuu KMP no moii sce cxeme. [layuenmam, y komopuolx nem
npomueonokazanutl 0as evinoanenus anno-TKM u ecmv HLA-cosmecmumulii donop,
HeoOX00UMO KAK MOJICHO panbuie 8binoHams anno-TKM

IIpu nesosmoxcnocmu evinonnenus anno-TKM noooepocusarowyio mepanuro Aza/Dac-
AraC nposoossm ¢ meuenue 2 nem (Cm. Ipunosxcenue A3.1) [99, 156].

[Tatmentam ¢ MJIC-Mb npu HOpMaibHOM KapHOTHUIIE WM OJIMHOYHBIX aHOMAIHUSAX W3
TpyMIBI OIaronpHsTHOTO WM MPOMEXYTOYHOTO PUCKA, a Takke nmaruentam ¢ XMMJI-1,
XMMIJI-2, aXMJI, MAC/MITH-H pexkoMeHayeTcsi ¢ JIe4eOHOI 1IENIbIO TTPOBEACHHE Kypca
MaltbIx 103 #iurapadbuna** (MJIL]) [100, 141, 157, 168].

YpoBenb  yOeauteabHocTH  pekoMenaanuidi C  (YpoBeHb  /10CTOBEPHOCTH
J0KA3aTeJIbCTB — D)

KommenTapuu: reuenue #yumapaburnom™* ¢ manvix 0ozax M/C u XMMJI 3a npederamu
P® nposoosm 6 meuenue 14 owmeiu. B P® oannas mepanus 4acmo ucnoib3yemcs y
nayuenmos ¢ MJ[C-UBb-1 u HUB-2, XMMJI npu nopmo- unu eunepxiemounom KM.
Obwenpunsamuim 6 P® peorcumom ucnonvzosanus MJ[L] asensemcs naznauenue npenapama
6 0oze 10 me/m* 2 paza 6 Oemvb nookodxcno 6 meuenue 28 owueii (21- npu paseumuu
HeUmponeHuu U  He8O3MOJNCHOCMU  npooondcenuss mepanuu)[168]. Beposmuocmo
oocmudicenus IIP y nayuenmos ¢ PAUB-2 cywecmeenno evlute, eciu OnuUmenbHOCHb
Kypca oviia He menee 23 Ouell. ObHapycenue, N0 OAGHHbIM NAMON020-AHAMOMULECKO20
uccneooganusi  ouoncutinoco  (onepayuonHoeo) mamepuara KM,  cuuscennot
KIeMOYHOCMU KOCHHO20 MO32a NOMONCEM CKOPPEKMUPO8aAms 8b100p mepanesmuyecko2o
nooxooa: onumenvHocmo mepanuu MJ[L] mosxcem 6vimb ymenvuena 0o 10—14 ouetl (u
003a #yumapabuna™** moorcem 6vimo pedyyuposana 0o 10 me 2 paza é oens) Hnmepeganvl
medxncoy yuxknamu cocmasigiom 28—30 Owuell, a mepanusi nNpoBOOUMCS BNIOMb 00
npozpeccuposaniiss Ui NOSGNEeHUs NPUSHAKO8 HenpuemaeMol MOKCUYHOCMU, HO He bojiee
3 nem. Ilpu nposedenuu 10-14 —Onesnvix Kypcos ux nosmopsom xadxcovie 28-35 ouell.

Ipumenenue MJ[L] naubonee yenecoodpasno y nayuesmos ¢ HOpMaibHbIM KapUuoOmunom
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unu ¢ onaconpusmuvimu abeppayusmu [1, 92, 100]. Tepanus #Hyumapaburom™* ¢
PA3TUYHBIX 003AX U NPOOOINCUMETLHOCMBIO A8emcsi 0a3ucom 07l 000aseHuss Opyeux
NpOMUBOONYX0.1€8bIX NPENAPAMOS.

e [lamentam ¢ MJIC-Mb-2 npu HEBO3MOXXHOCTH MPOBEACHUS Tepanuu aHaJIoraMu
NMUPUMUJIMHA  (Q3alUTHAMHOM™*,  nmenuTabMHOM) B BO3pacte Moioxke 60 jer
pexkoMeHayeTcsl TIPOBEJCHNE Kypca WHAYKIIMOHHOW Tepamuu Mo mporpammam «7+3»,
npuMeHsieMbix mpu JedeHun OMJI ¢ ucnoiab30BaHMEM COUYETAaHUHM  CIEAYIOLIUX
npenaparoB: #uurapabun™*, #naynopyOunusa™*, #umapyouuun**, #muroxkcaHTpon™*
(cm. Tpunokenne A3.1, a Takxke cM. MpoduIbHBIC peKOMEH Al 110 aeueHno OMJT) [1-
5, 101, 158-160, 164].

YpoBenb  yOenutenbHocTH — pexkoMennanuii C  (YpoBeHb  /I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

Kommenrtapuu: mepanuto M/[C-UF2 no npoepammam newenuss OMJI paccmampusarom
01 MOJIOObIX NAYUEHMO8, NPEeUMYUJeCMBEHHO C HOPMANbHLIM KAPUOMUNOM, NpU
HEBO3MONCHOCIU NPOBEOCHUs. 2UNOMEMUNUPYIOWel mepanuu, 8 Kauecmee noo2omosKu
ons evinoanenus amno-TKM. Eciu anno-TKM ne svinonnena, mo oanvHeuuias mepanus
peanuzyemces no npomokony newenuss OMJI [164].

e Tlaumenram ¢ MJIC/MIIH npu nporpeccupyroiem Jeiikorutose >30x10%1, anemuu <100
/1, tpombouuronenun <100x10°%1n, yBeaMueHHMM B KOCTHOM MO3re ONIACTHBIX KJIETOK
>5%, crureHomeranuu (maJbIUpyeMas celie3eHKa +5 cM U3-1oJ1 Kpasi peOepHOM TyTH) WK
reraToCIUICHOMETAlTNH, HATWYHH SKCTPaMEAYJIIPHOTO MOpaKeHUs (KOXKa, TUIeBPATbHBIN
WIM TEePUKApIUAIbHBIA BBINOT, YBEIWYEHUH JIUMQATUYECKUX Y3JI0B), HaIU4uu B-
CHUMIITOMOB (TIOTEepsi Beca, MOBBIINIEHHE TEMIEepaTypsl Tella), OCOOCHHO y MalueHTOB
crapuie 70 €T, WIM TpU THUIEPIEHKOIUTO3€, B KayecTBE IOJATOTOBKM K Hadaly
IPOTHBOOITYXOJIEBOM TEpamuy, C LEIbI0 CHWKEHUS KOJINYECTBA JICHKOIIMTOB
pexoMeHayercst #ruapokcukapbamun™* [142, 143]

YpoBeHb yOSIUTEIBbHOCTH PEKOMEH IaINil B (YpOBEHD JOCTOBEPHOCTH JI0KA3aTEIbCTB — 2)
Kommenmapuu: #euopokcukapbamuo™* naznauarom 6 0oze 1000 me/cym. noo konmponem
nokazameineu 2emMocpamMmvl, NpPU OMCYMCMEUU omeema 6 meyeHue 2 Hedelb, 003d
yeeauuusaemcsi 00 2000 me, ¢ 603M0OHCHOU OanbHeluel dckarayuett 0si N000EPHCAHUS
konuuecmeéa  netikoyumoé 6  npedenax — 10x10%n.  #Iuopokuckapbamuo™*
npeuMywecmeeHHo Ha3Hadarom nayuenmam ¢ mueronporugpepamusuviv XMMJI. Ha
gone npuema npenapama modxcem Oblmbv ycyeyonenue anemuu U mpomooyumoneHuu, 4mo

mpebyem nposeoenUst 2eMOMpPanchy3uti u noobopa 003wi.
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[Tatmentam ¢ MJIC-Ub nipu HOpManbHOM KapUOTHUIIE U TUIIOILIa3UU KPOBETBOPEHUSI TIPU
HEBO3MOYKHOCTH TPOBEJCHUS MPOrPAMMHON (KYPCOBOI) MPOTUBOOITYXOJICBOH TEpaIruu
peKkoMeHayeTcsl TIpoBeneHUE Tepanuu #mendamaHoM™*- 2 Mr/meHb A1 JOCTHXKCHUS
MOJIOKUTEIHLHOTO OTBETA, B TOM YHKCIIe U moyiHoM pemuccuu. [102, 103]

YpoBenb  yOeauteabHocTH — pekoMmenaauuid C  (YpoBeHb  /I0CTOBEPHOCTH
J0KA3aTeJIbCTB — 4)

KomMmenTapum: ucnonvsosanue manvix 003 #menganana™** ovino ucciedosano 8 08yx
NPOCNEKMUBHBIX KOZOPMHBIX UCCIE008AHUAX, KOMOpble CYMMApHo eKkmodanu 29
nayuenmoe ¢ MJ[C evicokoco pucka. Obwuii omeem npu smom cocmasun 38—40%,
ommeyanacy MUHUMANIbHASL MOKCUYHOCMb. Beposmuocms omeema na mepanuio 6vina
Camotl 8bICOKOU Y NAYUueHmos ¢ cunoxkiemounvim KM, uzbvimxom 61acmos u HopmanbHulM
Kapuomunom.

[Mariuenram ¢ MJC-Ub, mnamuentam ¢ XMMIJI, aXMJI, MJC/ MIIH-# npu
HEBO3MOXXHOCTH  TPOBEICHHS Tepanmuu  a3alUTHAMHOM™*,  HeNUTaOMHOM, TMpH
PE3UCTEHTHOM TEYEHUH K HTUIpOKCUKapOamMuay*™ win peuuiuBe PpeKoMeHAyeTcs
NpOBe/IeHNe Tepanuu #mepkantomypuaoM™** [1, 2].

YpoBenb  yoeauTeqabHOCTH  pexkomengamuii C  (YypoBeHb  /I0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenrapuu: y nayuenmos c¢ MJC, npomexarowum c ysenuuenuem KoIu4ecmed
OacmHbIX  KIIeMmOK, BO3MONCHO oOcywecmeiienue mepanuu #mepkanmonypurnom™*.
IIpenapam nasnauarom 6 0oze 60 me/m? 6Hympb 3a 2 npuema 6 NOCMOSHHOM PeNCUME C
Koppekyuetl 003bl UIU OMMEHOU npu pazsumuu 2nyooxot yumonenuu. Ilpu cuudcenuu
yucna netikoyumos menee 3,0x10°%n 0osa npenapama cuuxcaemcs na 25%, menee
2,0x10% — na 50%, a npu naoenuu oo ypoens memee 1,5x10%n ommensemcs oo
80CCMAHOBIeHUs nOKa3ameetll, Ko20a jeyeHue MONCHO Oyoem 60300Hosumy. Tepanus
#mepkanmonypunom**, Kax npasuno, paccmampusaemcs UCKIOUUMENIbHO 8 Kauecmee
NALIUAMUBHO20 NOOX0OA U MOJICEM HAZHAYAMbCS 8 MeHbutell dozuposke [1, 2].

Y nayuenmos ¢ MIC/MIIH, 6 wacmuocmu npu XMMJI, aXMJI, M/[C/MIIH-u npu
PEe3UCMEHMHOM MeYeHUuy UIU NPU PA3GUMUY peyuousd 803MON*CHO NpoedeHue mepanuu
#mepkanmonypunom™* 0ns noooepoicanus Koauvecmea Jneuxkoyumos 6 npeoenax 5-10

x10°%.

[Nammentam ¢ MJIC w3 rpynmsl  HOPOMEXYTOYHOro-1 pucka, @npH HAIUYUU
HeOIaronpusATHBIX aHOMAJIUI KapUOTHUIIA, TPOMEXKYTOUYHOTO-2 WM BBICOKOTO pHCKa IO
mkane |IPSS unu U3 rpynmnsl IpoMeKyTOYHOTO, BBICOKOTO M OYEHb BBICOKOT'O pHCKa IO

mikase IPSS-R (cm. paznmen 7.1 qanHbix pexoMenpanmii), nanpearam MJIC/MITH: XMMJT
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W3 TPYHIIBI IPOMEXKYTOYHOTO 2 M BhICOKOTO pucka mo mkaire CPSS wimm CPSS- Mo,
aXMJI, MAC/MIIH-H B Bo3pacte <60—65 1er, mnpu OTCYTCTBUU TSDKEINBIX
COINyTCTBYIOIIMX 3aboieBaHui, a Takxe mauueHtaM ¢ MJIC 0Oe3 u30bITKa 61acTOB M3
TpyIIBI MPOMEXYTOUHOTr0-1 pricka mo mkane IPSS u npomexxyToyHoro pucka o mkanie
IPSS-R momoxxe 40-50 ner, pe3sUCTEHTHBHIM K TPOBOAMMOW TEpalHH, C BBIPAKECHHON
3aBHCUMOCTBIO OT TeMoTpaHcpy3uil pexomeHayeTcst nposeaeHue amio-TKM c nenbro
JOCTHIKEHUSI ITOJTHOTO Orosioruueckoro uneuenus [104].

YpoBenb  yOenurTeqlbHOCTH  pekoMeHaauumid B (ypoBeHb  10cTOBEpHOCTH
JI0KA3aTeJIbCTB — 3)

Kommenrapuu: pexomenoayuu no nposedenuro anno-TKM y nayuenmos c¢ MJC
onuparomcs. Ha NPOCNEKMUBHbIE PAHOOMUSUPOBAHHbIE U HEPAHOOMUSUPOBAHHbIE, a
makoice epynnosvie KU. Ilo dannvim Medcoynapoonozo pecucmpa no mpancniaumayuu
kocmuozo moszea (IBMTR), ocnosannom Ha ananuse pe3ynomamos nevenus 387 63pocivix
nayuenmos ¢ MJC, xomopvim Ovina evinoanena amino-TKM om HLA-udenmuunozo
CUbUHA, KYMYTAMUBHASL CMEPMHOCb, CEA3AHHAA C MpaHchaanmayueti, cocmasuaa 32%
6 meuenue 1 200a u 37% 6 meuenue 3 nem, KyMyIAMuUgHas wacmoma peyuoueos 17% u
23%, OB — 53% u 40% coomeemcmeenno. Konuuecmeo onacmuvix xiemox 6 KM u puck
no IPSS nokazanu oopamuyto 3asucumocms ¢ 0e3peyuouUHOlU BbIHCUBAEMOCMBIO NOCIIE
mpancniaumayuu. Beiocusaemocmv 6e3 npocpeccuposanus y nayueHmos u3 cpynnol
HU3KO020 UL NpoMexcymouHo2o-1 pucka no wxane IPSS 6 meuenue 5 nem cocmasuna 60%,
npomesncymouro2o-2 — 36—44% u evicoxoeo pucka — 28-30%.

Onmumanvhwvle cpoku 0ns 8vinoaHenus: anno-TKM om HLA-coemecmumozeo oonopa npu
MJ]C onpeoenenvi 6 ananuze kiunudeckux pewenuti IBMTR. B amom uccreoosanuu 6u110
NOKA3AHO, YMO NPOOOANCUMENbHOCIb JHCUSHU Y NAYUEHMOB U3 2PYNNbl HU3KO20 WU
npomesicymounoeo-1 pucka no wxane IPSS 6vina eviwe, koeoa TKM 6vina omcpouena 60
8peMeHnu, HO 8bINOHANACL 00 mpancgopmayuu 6 OMJIL. Hanpomus, onsa nayuenmos u3
2PYNn NPOMeNCYMouUH020-2 U 8bICOKO20 pucka umeHHo Hemeonenuas TKM cywecmeenno
yaydwaem noxazamenu gvidxcusaemocmu. Ilpusneuenue nepoocmeenHo2o 0onopa 8 ciyiae
omcymcmeusi coemecmumozo no cucmeme HLA poocmeennozo 0oHopa He npugooum K
VBenuUdeHuIo 1emaibHOCMU.

Puck 3abonesanus ¢ coomeemcmeuu c IPSS, 6o3pacm u uanuuue conymcmeyiowel
namonozauu, oyenennvle no unoexcy komopouonocmu TKM (HCT-CI — cm. Ilpunoscenue
I3 [105]) ssnsromes nHaubonee 3HAUUMBIMU KIUHUYECKUMU OQHHBIMU NPU PACCMOMPEHUU

sonpoca o npogederuu nayuenmy anno-TKM
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Tpu MJ[C/MITH (XMMJI-1 unu XMMJI-2 u3 epynnvi npomesrcymounozo -2 uiu blCOKO2O
pucxa no CPSS wunu CPSS-mon), aXMJI, MIIC/MIIH-H ¢ konuuecmeom 61acmubix Kiemox
bonee 5% u ¢ HebIa2oNPUAMHBIMU AHOMATUAMU Kapuomuna 3¢ gdexmusnocmo aino-TKM
6 gude 3-x nemHeii gvidcusaemocmu cocmasisem 30-48%

IIposedenue anno-TKM 0ondxcho 6bims cogmecmHbiM peulenuem epadad, nayueHma u e2o

cembll, NOCKOJbKY UX OMHOULeHUE K PUCKY A6JIslemcs onpe()eﬂﬂiou;ww.

3.2. ConpoBOANTEILHASA TEPANUS

Bceem nanuentam ¢ MJIC npu npoBenenun XT pexkomMeHayeTcst ¢ 1ENbI0 MPOQUIAKTUKA
TOIITHOTBI ¥ PBOTHI BBEJICHHE MPOTUBOPBOTHBIX mpemaparos [106, 153].

YpoBenb  yOeauTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH
A0Ka3aTeJbCTB —4)

Bceem nanumentam ¢ MJIC npu npoBeneHUMM MHAYKUHMOHHBIX KypcoB XT nns nedeHus
THIIEPYPUKEMUHU PeKOMEHAYeTcs TprueM atonypunoia** [107, 153].

YpoBenb  yOenureqabHocTH  pexoMeHganuii C  (ypoBeHb  JOCTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)

Bceewm namentam ¢ MJIC nipu pazButuu GpeOpuiibHOM HEMTPONIEHHH MIIM MH(EKIIMOHHO-
BOCITAJIUTENBHBIX 3a00JICBaHUN, B COUETAHUU C JieWKomeHueH (MHMEKIMH BEPXHHUX H
HWDKHUX JIBIXaTEIbHBIX ITyTeH, CErCHUC, CeNTULIEMHs], HMH(PEKIINN MOYEBBIBOAAIINX MTyTEH,
WHQEKIUN KOXXH M MSATKHX TKaHEH W JIp. ) peKOMEH/yeTCsl HCIOJIb30BaTh B KaueCTBE
NepBOM  JMHMM  aHTUOAKTEpUANbHBIX  IpernaparoB  CUCTEMHOro  JIEHCTBUS
NuInepauwuIve + tazobaktam,  uedpenum™*,  nedrazugum**  ansg  KynupoBaHUA
nH(pEKIMOHHBIX ociioxkHeHui [108, 109, 153].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (ypoBeHb  10CTOBEPHOCTH
J10KA3aTeJILCTB — D)

KommenTapuu: npu nesgpgpexmusnocmu anmumuxkpobnou mepanuu 1 aunuu ee
MoOupukayuro HeobXo0UMo NPOBOOUMb C YUEemOM OAHHBIX NPOBEOEHHO20 00C1e008aAHUs
(komnvromepras momoepagus opearoe 2pyoHol ROIOCMU,

MUKpobuonozudeckoe (KyibmypaibHoe) ucciedo8anue Kposu Ha CMepPUILHOCMb,
MUKpobuonozuieckoe (KyibmypaibHoe) Uccied08anue Mouu Ha baxmepuanbHvie
namozeHvl C HPUMEHEeHUeM asmoMamu3uposanHozo noceea u m.o.). Haznauenue
Kapbanenemos 6 Kavecmee aHMuOAKMepUalIbHbIX NPenapamos CUCMEMHO20 OeliCeus.
nepso2o smana npu eOpuUIbLHOU HetimponeHuy 000CHOBAHO Y NAYUEHMO8 C CEeNMUYECKUM
WOKOM, a makdxce 6 KIUHUKAX, 20e 6 JOMUolocuu uH@pekyul npeodraoaom

aHmepobaxmepuu ¢ npooyxkyuel bema-iaxmamas pacuupernozo cnexkmpa (bBJIPC).
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Becem mnammentam ¢ MJIC npu mpoBeasenuu kypca #HATI** pexomenayercs
npounakTUYeckuii npueM aHTHOAKTEPUATBHBIX M MPOTHUBOTPUOKOBBIX IIpErapaToB
CHCTEMHOTO jieiictBust [1].

YpoBenb  yOenutenbHocTH  pexkoMenaanuii C  (YypoBeHb  10CTOBEPHOCTH

JA0KA3aTeJbCTB — 4)

Bcem mammentam ¢ MJIIC ¢ 5g— C tpomOoumramu >200%10%n1 mpu mposeneHuu
MMMYHOMOIYJIUPYIOIIEH Tepanuu JCHAIUIOMUAOM™** pekoMeHayeTcsl TPOBEACHHUE
AQHTHArperaHTHOM Tepamuu B CBSI3U C BO3MOXHBIM Pa3BUTHEM TPOMOOTHYECKUX
ocinoxxHeHnui [111].

YpoBenb yOeauteabHocTH  pekomenaanuid C  (YypoBeHb  /I0CTOBEPHOCTH
A0Ka3aTeJbCTB — 4)

KomMeHTapuu: npu ykasanuu Ha Haauuue mpomoO0308 8 aHdAMHe3e Ueneco0OpasHo
o0obasnenue anmukoazyiAHmHou mepanuu. IIpu nposedeHuu UMMYHOMOOYIUpYIOUjell
mepanuyu mMpomMoOoOmudecKkue OCIONCHEHUs MO2YM pA38UBAMbC He MOJbKO 6 Haudje
mepanuu npu MpomoOOYumo3ax, Ho U Npu NOBbIUEHUU 2eMO2N00UHA 00 HOPMANbHBIX

3HAYeHUl.

Bcem marmmentam MJIC niepes BBIMOTHEHHEM TeMOTPAHC(PYy3UH KOMIIOHEHTOB JJOHOPCKOM
KPOBH C TENIbIO PO UIAKTUKH ITUTPATHBIX U IPYTUX PEAKIINI PpeKOMEH/yeTcsl BBEJCHHE
H#TIIFOKOHATA KaIbIUA™*, Mpyu HEOOXOAMMOCTH aHTUTUCTAMUHHBIC CPEACTBA CUCTEMHOTO
nevicteus [153].

YpoBenb  yOenurTeqabHOocTH  pekoMeHaanmuii C  (YypoBeHb  J10CTOBEPHOCTH

J0KA3aTeJbCTB — 5)

Bcem manmentam ¢ MJIC, y KOTOpBIX BBISBICHBI NPU3HAKU aJUIOCCHCUOMIIM3AIINH,
PeKOMEeHyeTcsl IepeTuBaTh KOHIIEHTPATH TPOMOOIIMTOB IO HHAWBHLY ATBHOMY ITOI00DY
1715t noBbIteHus 3¢ dekruBHOCTH Tpancysuit [112, 153].

YpoBenb  yOenutenbHocTH  pexkoMenaauuii C  (YypoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: npeodonenue annocencubunuzayuu y nayuenmog c¢ MIC mpebyem
KOMNAEKCHO20 N00X00d, KOMOPbIL NOMUMO UHOUBUOYAIbHO2O NO0OOPA MPOMOOYUMO8
gKnIOUaem 8 cebs 6vinoIHeHUe NeuednblX niazmagepezos (4—5 ceamncos c 3ameujeHuem

anbOymMunom) ¢ nociedyrouel mpancgysuei 601bUUX 003 KOHYEHMpPama mpomooyumos

(1216 003).

Bcem mnammentam ¢ MJIC, cocrositHME KOTOpPBIX MPENSTCTBYET JOCTATOYHOMY

€CTCCTBCHHOMY  IIMTAaHUIO, PEKOMEHAYETCHA obecrieuenue OHCPIr¢TUYCCKUMHU U
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TUTACTHYECKUMH CyOCTpaTaMu 3a CUeT SHTEPAILHOTO /WU MapeHTEPAITBHOTO MUTAHUS
[113, 114, 153]

YpoBenb  yOenurTeqabHOcTH  pekoMeHgauuii C  (ypoBeHb  JIOCTOBEPHOCTH
0KA3aTeJbCTB — 5)

KommenTtapuu: nedocmamounocms numauus — omseowarowull Gakmop npu
npogedenuu  yumocmamuyeckou — mepanuu  u  awo-TKM  Obwas  cymounas
9Hepeemu4ecKas EMKOCMb SHMEPAlIbHO20 NUMAHUS U NAPEHMePAlbHO20 NUMAHUS Y
nayuenmog cmapute 18 nem paccuumoléaemcs Ha UOEATbHYIO MACCY Med, 8 MOM HUCTLe
NpU HATUYUU OJNCUPEHUsl, CO2NACHO YypasHenuio Xappuca-beneouxma (25-30 kxan/ke,
benox 1,2-1,5 e/ke/cym), a makoice ¢ yuemom KodI(@uyuenmos, noguluarOuux uiu
NOHUNCAIOWUX IHepeemudecKue NOMmpeOHOCMU Op2aHu3Ma, Hanpumep npu peaxyuu
«mpancniaumam npomus xoszsunay (PTIIX) kuweunuxa — 6enok 1,5-2,0 a/ke/cym u
Kou4ecmea ecmecmeenno2o numanus. Kpumepuem ommenvl mympuyuonHnoi mepanuu
ABGNAEMCA 80CCMAHOGIEHUE eCMeCmBeHH020 numanus Oonee 60% om HeoOX00UMbIX

CYMOUHbBIX nompeOHOoCmell 8 meyerue 3-x noc1e008amelbHbLX OHEl.

3.3. Xupypruueckoe JedeHue

[Taniuentam ¢ MJIC u3 rpynmbl HU3KOTo pucka (cM. paszaen 7.1 JaHHbIX peKOMEHIalnii) ¢
TUIOIUIa3uel KpoBeTBOpeHHs mpHu OoTcyTcTBUM 3(p¢exta or MCT wmnm mamueHtam c
MpU3HAaKaMU ayTOMMMYHHOM aHeMuu Wi TpoMOouuToneHuu B coueranuu ¢ MJIC, wn
narrentaM MJIC ¢ yBelIMUEHHBIMH pa3MepaMu CEJIe3eHKH C JIe4eOHO-AUarHOCTUYECKOM
SN0 PEKOMEH/IYeTCsl BBINOJIHeHUE cruteH kromuu [1, 116].

YpoBenb  yOeauTenbHocTH  pexkoMeHaauuii C  (YypoBeHb  10CTOBEPHOCTH
J0KA3aTeJbCTB — 4)

Kommenrapuu: cnienskmomus y nayuenmos ¢ MJIC 6 cmpanax EC npumensemcs peoxo,
8 OCHOBHOM Yy nayueHmos c 2ayookou mpomboyumoneHuel. B P® nakonnen onvim
gvinonneHus cnieHskmomuu y 33 nayuenmos ¢ M/IC. Yawe onepayus npogoounacs npu
SUNONIA3UU KPOBEMBOPEHUSL NO OAHHBIM 2UCOoN0cudecko20 ucciredosanus KM (75%). B
16 (48%) cnyuasx 0o cniaewskmomuu nposoounace kombunupoganuas UCT. B 6 (18%)
CYUAAX OOKYMEHMUPOBAHO YGeluyeHue pasmepos cenesenku 6onee 15%8 cm. Kax
aghgpexm om npoeedenus cniendskmomuu y 16 (48%) nayuenmog ommeueno CHudiCceHue
3a8UCUMOCIU OM 2eMOMPAHCPY3ULL.

Cnnensxmomuio dcenameiibHo 8bINOIHANMD Janapockonu4ecKum Oocmynom.

[Marimentam ¢ MJIC/MITH: XMMJI u3 rpyIibl HU3KOTO ¥ MPOMEXKYTOYHOTO 1 prcKa 1o
mkane CPSS wmm CPSS-mon. (cm. pasmen 7.1 JaHHBIX peKOMEHAANWi),  CO
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CIUICHOMEeTallel, Halu4hueM MPU3HAKOB MH(ApKTa CEJIe3eHKH WM LUTOICHHH,
OTPaHUYMBAIOIIEH MPOBEACHNE XUMHUOTEPANIUU WM UMMYHHOTO T€HEe3a , a TaKkKe Mepes
npoBeaeHuemM amio-TKM mpu pasmepax ot 20 cm u Oosiee u3-1oja peOepHOM JyTrH C
JIe4eOHOM 11EJIbI0 PEKOMEH/TyeTCsl BBIMOIHEHUE CIIeHIKTOMUU [152].

YpoBenb  yOenurTeqabHOcTH  pekoMeHgauuii C  (ypoBeHb  JI0CTOBEPHOCTH
JA0KA3aTeJbCTB — 4)

Kommenrapuu: cniensxkmomus y nayuenmos ¢ MIC/MITH modxxcem conpogodxcoamuvcsi
passumuem  KpogomeueHut, mpomoO0308 U UHQDEKYUOHHbIMU OCIONCHEHUAMU 8
nepuonepayuoHHoOM nepuooe. Cnnensxmomuro JHrcenamenbHo BLINONIHAMb
JIanapoCcKonu4ecKum 00CHynoMm.

CrnemyeT y4ecTh, 4TO y MallMEHTa MOTYT OBITh HECTAHIAPTHBIC MPOSIBICHUS OOJIE3HH, a
TaK)Ke COueTaHhe KOHKPETHOW OOJIe3HU C IPYTUMU MATOJIOTUSMHU, YTO MOXKET TUKTOBATh
JedarieMy Bpady U3MEHEHUS B alTOPUTME BIOOpA ONITUMATBHON TAKTHKYU TUATHOCTUKHU

JICUCHUS.

4. MeauuMHCKas peadUIuTANUs U CAHATOPHO-KYPOPTHOE JIeYeHHe,

MEJIMIUHCKHE MOKA3aHUSA U IPOTUBOIIOKA3AHUA K IPUMCHCHHNIO METOA0B

peaﬁmmmmm, B TOM YH1CJI€ OCHOBAHHBIX HA UCITOJIB30BAHUM IIPUPOIHBIX

JeuyeOHbIX GaKTOpPOB

Bcem mammentam ¢ MJIC pekomeHayeTcss MpOBEACHHE MEAUIMHCKON peadbuiuTaIii,
KOoTopasi BKJItouaeT B ce0s 3 (deKTHUBHYI0 00€300JIMBaIOILYI0 TEPAINi0, HYTPUTHBHYIO
TIOJJICPIKKY, 0OECIIEYCHUE MICUXOJIOTUYECKOTO 0JIArOMOoyYHs 1 MAKCUMaJIbHO BO3MOYKHOE
¢u3nueckoe PYHKIIMOHUPOBAHKUE HA BCEX JTAIAX JICUCHUS U TOICPKUBAIOIICH Teparuu
[117].

YpoBenb  yOenurteqabHocTH  pexoMeHganuii C  (ypoBeHb  J1O0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

KommenTapuu: meouyunckas peabunumayus npu nevenuu nayuenmog ¢ MJ[C asnsemcs
yacmolo noodoepaHcUsaouiell mepanuu, HAnpaeIeHHOU HA YMEHbUIeHUEe OCLONCHEHU,
MakcumanvHoe — obecneyeHue — UIUYECKUX,  IMOYUOHANbHLIX U  COYUANbHLIX
nompeoHocmell, yIyuuleHue Kauecmed HCUsHu NAYUeHmos u 4ieHos ux cemei. Ipunyunul
peabunumayuu  00IHCHbL  OblmMb  OCHOB8aHbL Ha MedicOyHapooHol  Kiaccugurayuu
@DYHKYUOHUpOBAHUS, — O2pAHUYeHUll  JHCu3HedesmenbHocmu U 300posbi  (MK®),
paspabomannoi  BO3 6 2002 200y. [1aeuvie ycnosus exmouaiom —pabomy

MYTbMUOUCyunIuHaprou opueaovt (M/]b), pannee nauano, nayueHm-opueHmupoB8anHbulll
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nooxoo0, OnumenbHoe HAON0O0eHUe U HNPeeMCMBEeHHOCb NO MEeCm)y MHCUMeNIbCmed
nayuenma. B cocmas MJ[B npu pabome ¢ nayuenmamu, cmpadarowumu MJ]C, éxoosm
8pau no ¢husuyeckol peadbUNUMAYUOHHOU MeOuyuHe, 8pad-eemMamonoe, KIUHU4ecKull
NCUXONI02, UHCMPYKMOP-Memooucm no Jjae4eOHou @u3Kyibmype;, Cneyuaiucm no
apeopeaburumayuu (3p2oCcneyualucm), MeOUYUHCKAas cecmpa, poOCMEeHHUKU nayueHma
u cam nayueum. B pe3ynbmame OuacHOCMUKU HAPYWEHUL CMPYKMYp U @YHKYull
Op2aHU3Ma, O2PAHUYEeHUl AKMUSBHOCMU U YYACMUs NAYUEHMA, a MAaKH#Ce OYEeHKU
Gaxmopos okpysicarouseli cpedvl U NEPCOHANbHBIX aKmopos8 nayueHma, 8blCmasiiemcs
peadunumayuontsill.  OuaeHo3, onpedensemcs NOMeHyual U paspabameiéaemcs
UHOUBUOYATILHBIU NIAH peaduIumayuyu nayuenma, OCHOBbIBAACL HA KPAMKOCPOUHble U

00/120CPOYHbIE Yeau peadourumayuu.

5. HpO(l)I/IJIaKTHKa H TUCITAHCEPHOC Haﬁ.HIOIleHI/Ie, MEeANIINHCKHE
NMOKa3saHus !N MIPOTUBONMOKA3aHUA K IPUMECHECHUIO METOA0B HpO(l)l/IJIaKTI/IKI/I

Bcem manmentam ¢ MJIC u MJIC/MIIH pexoMeHayeTcsi TIOCTOSIHHOE TUCIAHCEPHOE
JMHAMUYECKOe HaOJI0eHHE Y Bpaya-reMarojiora B TeUeHue Beei xu3am [1, 118].
YpoBenb  yOeaureqabHocTH  pekoMeHaamuii C  (YypoBeHb  J10CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KommenTapuu: rpaduk aucmaHncepHOro HaOMIOACHUS HE OTpadOTaH, yCTaHABIUBACTCS
WHJIUBUIYAIHHO KaXIbIM BPAuoM JUIS Ka)JOTro MalMeHTa B 3aBUCMMOCTH OT BapHaHTa

MIC u MJIC/MIIH, Bo3pacTa nanueHTa u HaJIM4uus COMyTCTBYIOLIEH MaTOJIOTHH.

6. Opranuszanus oKkazaHusi MeIMIUHCKONH MOMOLIHU

MeauuuHcKass MOMOILb, 33 HCKIIOYEHHMEM MEIUIIMHCKOM IMOMOIIM B paMKax
KJIMHUYECKOH anmpoOaiuu, B COOTBETCTBUM C (eaepainbHbIM 3akoHOM OT 21.11.2011 Ne
323-@3 (pen. ot 25.12.2023) «O06 ocHOBax OXpaHBI 3/I0POBbs TpakJaaH B Poccuiickoii
denepann» OpraHu3yercsl U OKa3blBaeTCsl:

— B COOTBETCTBMM C IIOJIO)KEHHEM OO0 OpraHu3aluy OKa3aHUs MEIULMHCKOMN
IIOMOIIY [0 BUAAM MEIMIMHCKOM HMOMOIIM, KOTOPOE YTBEPKIAECTCS YHOIHOMOUYEHHbBIM
(benepaabHBIM OPraHOM HCIIOJIHUTENFHOW BIIACTH;

— B COOTBETCTBUU C MOPSAAKOM OKa3aHUS MOMOIIM MO MPO(UII0 «reMaTOIOIHsD»,
o0s3aTeNbHBIM JUIS MCIIOJNIHEHUS Ha Tepputopun Poccuiickoit @Denepanuu BcemMH
MEINIUHCKUMH OpraHU3aLUsIMHY;

— Ha OCHOBE HACTOSIIIUX KIMHUYECKUX PEKOMEHIalnii;

— C y4YeToM CTaHJApTOB  MEIUIMHCKOM  IOMOIIM,  yTBEP)KIECHHBIX
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YIOJHOMOYEHHBIM (e/iepalibHbIM OPraHOM HCIIOJIHUTEIbHON BIACTH.

[lepBuuHas crneuuaau3UpoOBaHHAs MEAUKO-CAHUTApHAs IOMOILb OKAa3bIBAETCS
BpayoOM-T€MaTOJIOTOM W HWHBIMH BpadyaMU-CICIHAINCTAMU B IIEHTpPE aMOyJIaTOpHOM
reMaToJIOrM4eCKOi/OHKOIOTHYECKON MTOMOIIIH 160 B MEPBUYHOM
reMaToJIOTHYECKOM/OHKOJIOTHYECKOM ~ KaOWHETe, TEePBUYHOM  TI'eMaTOJOTHYECKOM
OTJIE€JICHUH, TTOJIMKIMHUYECKOM OTAEJIEHUH OHKOJIOTMYECKOI0 JIMCIIaHcepa.

Ilpu BeIABACHMH Yy OOABHOrO MuenoauciuiactTuueckoro cuuapoma (MIC) win
MHeJoqUCIIIacTHYecKoro/MuenomnponudeparuBaoro  HoBooobpaszoBanus (MIC/MIIH)
WJTY TIOJTO3PEHUU Ha HETO Bpauu-TEPareBThl, Bpaul-TepareBThl y4acTKOBBIC, Bpauu OOIIei
NPAaKTHKHU (CeMEWHbIe Bpauyu), pa3lnyHble BpauH-CIICHUATNCThI (Bpau-KapIuoJor, Bpay-
TacTPOdHTEPOJIOT, Bpad-XUPypr © Jp.), CPEAHHE MEIUIUHCKHE paOOTHHUKH B
YCTaHOBJICHHOM TMOpPSIIKE HAMpaBisSiOT OOJNBHOTO HA KOHCYNIbTAallMI0O B  IEHTP
amMOyJIaTOPHON TeMaTOJIOTUYECKOW/OHKOJIOTHUECKON ToMOIIM MO0 B  TMEPBUYHBIN
reMaToJIOrMuecKuii KaOMHET, MEePBUYHOE TI'eéMAaTOJIOTMYecKOe OTAEICHUE MEAUIIMHCKON
OpraHu3alMy JUIsl OKa3aHUsl €My MEPBUYHON CHENUATU3UPOBAHHONW MEIMNKO-CAaHUTAPHOU
ITOMOIIIH.

Bpau-remaronor aMOyJIaTOPHOTO WJIM CTAIlHOHAPHOTO 3BEHA IeMaTOJOTHYECKON
MIOMOLIY OpPraHu3yeT BHIIOJHEHUE TUArHOCTUYECKUX HCCIIeI0BaHUM, HEOOXOIUMBIX IS
YCTaHOBJICHHSI TMArHO3a, BKIFOUYAs paCIpOCTPaHEHHOCTh U CTa/INI0 3a00JIeBaHU.

B cnydae HEBO3ZMOXKXHOCTH MPOBEACHUS JUATHOCTUYECKUX MCCIICIOBAHUN TAIUECHT
HalpaBJIsIeTCA JIeYalluM BpauoM B MEAMIMHCKYI0 OpraHU3allil0, OKa3bIBAIOUIYIO
MEIUIIMHCKYI0 TIOMOIIb OOJBHBIM C T'e€MaTOJIOTHYCCKUMHU 3a00JICBaHUSAMU IS
YCTAaHOBJICHUS] JIMarHo3a W  OKa3aHUs  CHEUUATM3UPOBAHHOW, B TOM  YHCIE
BBICOKOTEXHOJIOTUYHOM, MEAUIIMHCKOW TOMOIIH.

[pu BeisiBnennn M/JIC unu MIC/MITH, unu nogo3peHuu Ha HEro B X0/1€ OKa3aHUS
CKOPOW MEIUIIMHCKON MOMOIIM OOJHHOTO MEPEBOIAT WM HAMPaBJISIOT B MEIUIIMHCKHUE
OpraHM3aIiH, OKA3bIBAIOLINE MEIUIIMHCKYIO MOMOIIb OOJIbHBIM C FeMaTOJOTUYECKHUMHU
3a00JIeBaHUSMU, JUISI ONPEICIICHUs TAKTHKU BEICHHUS W HEOOXOJWMOCTH MPHUMEHEHUS
JOTIOJTHUTENBHO IPYTUX METOJIOB CHEUUATU3UPOBAHHOIO TPOTHUBOOITYXOJIEBOTO JICUECHHUS.

Crnenuanu3upoBaHHasi, B TOM YHCIE BBICOKOTEXHOJOTHYHAS MEIUIIMHCKAS
NOMOIIlb ~ OKa3bIBAE€TCA BpayaMH-T€MAaToJIOraMd B  MEAMIMHCKUX  OpraHU3alusX,
OKa3bIBAIOIINX MEIUIIMHCKY0 ToMmoImls O0oimpHBIM MJIC wm MJC/MIIH, umeronux
JUIEH3UI0, HEOOXOAMMYI0 MaTepHalbHO-TEXHUYECKYI0 0a3y, cepTu(UIHUPOBAHHBIX
CIEIUATUCTOB, B CTALIMOHAPHBIX YCIOBUSIX U YCIOBUSIX IHEBHOT'O CTAI[MOHAPA U BKIIFOUAET

B ce0s mNpopUIAKTUKY, JIWArHOCTUKY, JI€UYEHUE TIeMaTOJIOTMYECKUX 3a00JieBaHUM,
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TPeOYIOUIMX HCIHOJb30BAHUS CHEHMAJIBHBIX METOJOB M  CIOXHBIX YHHKAJIBHBIX
MEIUIIUHCKUX TEXHOJIOTHH, a TaKKe MEAULUHCKYIO PeabHIINTAIIHIO.

B meaummHCKON opraHu3aIiiy, OKa3bIBAIOMIEH MEIUIIMHCKYIO TTOMOIIb OOJBHBIM
MJIC wm MIAC/MIIH, TakTMka MEOMIIMHCKOTO OOCJICAOBaHUS U JICUCHUS
yYCTaHABJIMBAETCSl BpauaMU-T€MAaTOJIOIaMHU € IIPUBJICYEHUEM MPU HEOOXOIUMOCTHU JPYTUX
Bpauei-cnenuaiicToB, IpU HEOOXOJUMOCTH — C MPOBEIEHHEM KOHCHWIMyMa. PemieHue
KOHCHJIMYMa Bpaueil oQopMmisieTcs TMPOTOKOJIOM, IOAMUCHIBACTCS YYAaCTHUKAMHU
KOHCHUJIMYMa Bpaueil 1 BHOCUTCS B MEIUIIMHCKYIO JTIOKYMEHTAILIUIO OOJIBHOTO.

[loka3anus K TOCHHUTANM3ALMM B KPYIJIOCYTOYHBI WM JHEBHOM CTalMOHap
MEIMLMHCKOM OpraHu3allid, OKa3bIBalOLICH CIELMAIU3UPOBAHHYIO, B TOM 4YHCIIE
BBICOKOTEXHOJIOTUYHYI0 ~ MEAMLMHCKYIO TIOMOIIb IO  TPOPHI0  «OHKOJIOTHS»
OTIPENIeNIAIOTCS  BPAauyOM-T€MaTOJI0rOM/KOHCUIIMYMOM Bpadell ¢ IpPUBJICUEHHEM IIpH
HEOOXOIMMOCTH JIPYTUX Bpaueii-CrerMaaucToB.

Ioxazanus 115 NJIAHOBOW roCIUTAIH3AINA

1. Ob6cnenoBanue ¢ nensio Bepudukanuu auarsosa MJIC wnmm MJIC/MIIH y nanuenTa c
nogpo3pennem Ha MJIC wm MJIC/MIIH, npu HEBO3MOXHOCTH OOCIEIOBAaHUS B
amMOyJIaTOPHBIX YCIOBUSX.

2. Jlmarnoctuka peuuaua MJIC wim MJC/MIIH, ycyryOneHust amia3ui KpOBETBOPEHUS
i Tpancopmanuu B OJI.

3. Tpoemenme ouepemnoro kypca VCT wmm XT B yCIOBUSIX KpPYTJIOCYTOYHOTO JHOO
JTHEBHOT'O CTallMOHApA.

4. BpInogHEHNE MIAHOBBIX XUPYPTUYECKUX BMEUIATEIbCTB.

5. BblnojHeHHE IUTAHOBBIX  AHKCTPAKOPHOPAJIbHBIX METOJOB OYMILEHUS KPOBU H
3aMECTUTENIBHON ITOYEYHON TEPAIHH.

6. IlpoBenenue 3amnanupoBanHol amno-TKM

7. TlpoBeneHue 3aMeCTUTEIbHON F€MOKOMIIOHEHTHON Tepanuu.
Iloxa3anust I IKCTPEHHOH rOCIUTAJIN3ANUA
Heotnoxusie cocrosaus y manueHtoB ¢ MJIC wmu MJIC/MITH, a Takke mpu 1oI03peHUH

Ha MJIC niiu MZIC/MITH:
— (eOpunbHas TUXopaaKa U UHPEKIMOHHBIE OCIIOKHEHH Ha (poHe HeWTporeHnn mocie
kypca XT wim Ha pone UMT wumu UCT;

— TeMOppParu4eCcKuii CHHIPOM;
— TPOMOOTHUYECKUE OCIIOKHEHMS;
— HEOOXOAMMOCTb TIPOBEICHUS SKCTPEHHON reMOTpaHC(hy3HH;

- 6onpbIX MJIC/MITH runepaeiikonnTos ot 100x10 %1 u 6onee;
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— JpyTHe CHCTEMHBIC HapyIICHHUs, OOYCIOBJICHHBIC TCYCHUEM OCHOBHOTO 3a00JICBaHHS
WM OCJIO’KHEHUSIMH, Pa3BUBIIMMHUCS BCIICCTBUE TPOBEICHHOTO JICYCHUS.
IMoka3aHusi K BBIMKUCKE MANHEHTA U3 CTAHOHAPA
1. BoccraHoBieHue Tmokaszareneil mnepugepuueckord KpoBu (JISHKOIUTHI Oosee
1x10%n, rpanynouuTsl 6onee 0,5x10%1, TpombormTE 601ee 30-50%10%1, remornooun 6omee 80
/i) nocne oyepenHoro kypca XT, UMT umu UCT.
2.  HopmorepMuss B TedeHHE 3—5 CYTOK M OTCYTCTBHE HEKOHTPOJIHPYEMBIX
MH(EKINOHHBIX OCIOKHEHHH.
3. KymnumpoBanue reMopparn4eckux OCI0KHEHHH.
4.  KynupoBaHHE TPOMOOTHYECKHUX OCIOKHEHHH.
5. KynupoBaHHe CHCTEMHBIX HApyIICHUH, OOYCIOBJICHHBIX TEYCHHUEM OCHOBHOTO
3a00JIeBaHMs HJIH OCJIOKHEHHSMH, Pa3BHBLIMMHUCS BCIICACTBUE ITPOBEICHHOTO JICUCHHUSI.
3aKI0YeHne O LEeNecooOpasHOCTH TMepeBoAa OONBHOrO B NPOPHIBHYIO MEAULIUHCKYIO
OpraHU3alHUI0 OCYIIECTBISCTCS TOCIE MPEABAPUTEIbHON KOHCYJIBTAMU MO HPEIOCTaBICHHBIM
MEIUIIMHCKUM  JIOKyMEHTaM W/WIM  TNPEJBAPUTEIBHOTO OCMOTpa OOJBHOTO  BpavyaMu

CHelHaTuCTaMi MEJUIIMHCKOM OpraHu3aluy, B KOTOPYIO IJIAaHUPYETCSI IEPEBO/I.

7. JonoJHuTebHAast HHGopManus (B TOM Yucjiae (PaKTOPbI, BJAUSIONIAE HA

HUCXO0/] 3200/1eBAHUA UJIH COCTOSTHHS1)

7.1. ®DakTOpPHI, CBA3AHHLIE ¢ 00J1€3HBI0 (IIKAJLI IPOrH03a NPEACTABJECHbI B

npuioxenuu I'1)

Ornpenenenne pucka, CBSI3aHHOTO ¢ xapakTepucTukoil Bapumanta MJIC, Gasupyercs Ha
UCTOJIb30BAHUU MPOTHOCTUYECKUX CUCTEM OLECHKH, OOBbEIUHSIOMUX OTACIbHbIE KINHUYECKUE U
reMarojorudeckue nmapametpsl. B 1997 r. noa sruaoit MexayHapoaHOM IIKOJIbI aHAJIM3a PUCKOB
muenomuciiazud - (IMRAW) P. Greenberg u coaBtopsl paspabotamu MexIyHapOAHYIO
MporHocTHYeCKyto OammbHyto cuctemy (IPSS), yuutsiBaronyro kommdectBo OmactoB B KM,
[UTOT€HETUYECKIE aHOMAIMU M BEIPAKEHHOCTH NepruepruiecKux nuroneHui (tadm. 1) [63].

Cucrema IPSS oka3zanace moje3HOW i1 MPOTHO3UPOBAHUS OOIIEH BBDKMBAEMOCTH H
pucka TpaHchopmanuu B ocTpbiii Muenoneiiko3d (OMJI) mamuentoB ¢ MJIC, uro momoraer B
MPUHATHN KIMHHYECKUX perieHuit [63].

JlonomHUTENbHBIE (PAKTOPBI, KOTOPBIE TAKXKE UMEIOT MPOTHOCTHYECKOE 3HAUYEHHUE, B TOM
yyclie MyJbTUJIMHEHAs JUCIUIA3Us, TsDKEIas aHEMUSl ¢ 3aBUCUMOCTBIO OT TpaHc(y3ui, ObLIn
BKItoueHbl B IIpornoctuueckyro OamibhHyto cucremy BO3 (WPSS), kortopas mno3Bosser

PasaCIIMTe MMaMCHTOB Ha 5 T'pyni puCKa € pa3jJUYHBIMU I10KA3aTCIIIMW BBDKMBACMOCTH U
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BeposiTHOCTH TpaHchopmaruu B OMIJI (Tabu. 2). Dta mkana 1mo3BosisieT 601ee TOYHO ONPEIeIUTh
MIPOTHO3 OTAENBHBIX ManueHToB ¢ M/IC, B 0cOOEHHOCTH U3 TPYII HU3KOTO U MPOMEKYTOUHOTO-
1 pucka o IPSS [64].

OTtHOCHUTENBHO HelaBHO MexayHapoaHas paboyast rpymmna no nporaosuponanuo M/IC,
MIPOAHAIM3UPOBAB OTJAJICHHbIE PE3YyJbTaThl OOJIBLIIOTO MHOTOIIEHTPOBOI'O HCCIEA0BAaHUS IO
nepsuuyHbiM manmentaM ¢ MJIC, mnepecmorpena cucremy IPSS. B paGore Obuio
MIPOaHAIM3UPOBAHA MPOTHOCTHYECKAsk 3HAYMMOCTh OOJIBILIOTO KOJIMYECTBA /1aXKe€ BECbMa PEIKHUX
aHOMaJIMi KapHOTHUIA, YTO MO3BOJIMIIO KJIACCH(PHUIMPOBATH MX HA 5 HUTOTEHETUYECKUX TPYII
pucka. B KOHEYHOM BHJE TEPECMOTPEHHAas MpOrHocTHueckas OauibHas cuctema (IPSS-R)
MO3BOJISIET KIaccupuurpoBaTh 3a00JieBaHNEe HAa 5 TPOTHOCTUYECKUX IPYII, YUUTHIBAS KAPUOTHII,
KOJIMYECTBO OJIACTHBIX KJICTOK M TSXKECTh OTACIbHBIX nuToneHuit (Tabm. 3) [30].

HoBass mpornoctuyeckas cucrema IPSS-R  Gomee coBepmienHa wu  yiydimaer
crpatudukanuio nanreHToB. OIeHKa MPOTrHO3a MOXKET TEXHHYECKH OBITh YIPOIEHA C IIOMOIIIBIO

Hurepuer-kanbkynsropa (http://advanced.ipss-r.com) wiam 6Oeciuratnoro mnpuioxenus IPSS-R

JIIsL CMapT(l)OHOB 1 INTAHIICTHBIX KOMITBIOTCPOB.

7.2. Ipyrue (pakTopbl

OTnenbHBIC TapaMETPhI, XapaKTEPHU3YIOIIME COMATHYECKHI CTaTyC MAlMeHTa, MOTYT
BIIMSATh HAa €CTECTBEHHOE TeueHUe OOJEe3HU U NMPUHATHE TepaneBTHYeckux perieHui. K Hum
OTHOCSITCSI BO3PACT, COMYTCTBYIOIIME 3a00NieBaHUs, (PUINYECKUE PE3EPBBI, HYTPUTHBHBIA U
MICUXUYECKUH CTAaTyC MalkeHTa.

[Mpu BeisiBienun MJIC Bo3pacT crapiie 60 JieT aBiseTCs He3aBUCHMbBIM HEOIAronpusSTHBIM
nporuoctuyeckuM (aktopom. Koppekinsi Ha BO3pacT MPHU OLIEHKE BEPOSTHOCTU JOJITOCPOUHOU
BBDKMBAEMOCTH Obllla MpeocTaBlieHa sl OOJNBIIMHCTBA MPOTHOCTHYECKUX CHUCTEM. TeM He
MEHEEe, XPOHOJIOTHYECKUN BO3PACT MOXKET OTIMYATHCS OT OMOJOTHYECKOr0, YTO HEOOXOIUMO
YUUTHIBATh MPHU BEIOOPE TAKTUKU TEpPaIuu.

Bricokas yacToTa COmyTCTBYIOMMX 3a00JIEBaHUI — OOBIYHOE SIBICHUE Y TTOXKIIIBIX JIFOJIEH.
OaHO WM HECKOJbKO COMYTCTBYIOIIUX 3a00JIeBaHUI HCXOJHO BCTpedaeTcss Ooyee yem y
nosoBuHbEl mnarueHToB ¢ MJIC, 4To OKa3bIBaeT 3HAYUTENHHOE BIIMSIHHE HA BBDKHUBAEMOCTb.
Bonesnun cepama — 9TO camble 4YacTble CONMYTCTBYIOIIHME 3a00NieBaHUsA, OMPEACISIONNe
koMopOuHocTs marueHToB ¢ MJIC. CepaedHo-coCyIUCThIE OCIOKHEHHSI Hau0o0Jiee BHIPAKEHBI
y MalMEeHTOB C THKENON aHeMuel U TpaHC(y3nMOHHON 3aBUCHMOCTBIO.

[IpoOneMbl, CBsI3aHHBIE C HaJUYHEM COMYTCTBYIOUIUX 3a00J€BaHUN, MO-pasHOMY
NposBIISItOTCS y narueHToB ¢ MJIC U3 rpyni HU3KOro U BBICOKOTO pucka. Y nanueHToB ¢ MJIC

U3 TPYIIIBI HU3KOTO PUCKA, COMYTCTBYIOIINE 3a00JI€BaHNUs BIUSIOT HA IPOTHO3, HETIOCPEICTBEHHO
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yYBEIUYHMBasi PUCK CMEPTH, HE CBsi3aHHOM ¢ Tpancdopmarueit B OJI. 1 Hao60poT, y marueHToB u3
IPyIIBI BBICOKOTO PUCKA KIIMHUYECKOE 3HAUEHNUE HETSHKEIION COIyTCTBYIOIIEH AaTOJIOTMH HE TaK
BEJIMKO TI0 CPaBHEHHUIO ¢ HeOmarompusTHbIM mporHo3oM camoro MJIC. OmHako W y 9THUX
MAIMEHTOB KOMOPOMIHOCTh BIIMSAET HA PE3YJbTaThl JEUCHUS, OTPAaHUUNBAs BHIOOP BO3MOXKHBIX
BAPUAHTOB TEPAIHH.

JU1s TPOrHO3UPOBAHUS BIAMSIHUS COIYTCTBYIOIIMX 3a001€BaHNIN Ha KOHEUHBIE PE3YyJIbTAThI
neyerns y OonpHBIX MJIC Hambonpmmii wHTEpec npeacraBisser MJIC-cnenuduaHblii HHIEKC
komopouanoctu (MDS-CI), 1i1st onpeaeneHust KOTOPOro HEOOX0IMMO OIIEHUTh (PYHKIIMOHAIBHOE
COCTOSIHUE W/WIHM HAIMYHE TOPAKEHHs CepAla, MEYCHU, MOYEK M JIETKUX, aKTUBHBIX WIIN
M3JIEYeHHBIX COMUHbIX onyxoueit (ITpunoxenue I'3).

[To cymme 6asioB, MpUCBOEHHBIX KX A0MY ITOKA3aTEI0, ONPEAENISIETCS IPOTHOCTUYECKUI
BapuanT MDS-CI: Hu3kuii (0), mpomexytounsiii (1-2) u Beicokuii (>3 6amion). [Tocnemyromee
MPUMEHEHHE WHAEKCa KOMOPOWIHOCTH TO3BOJIIET CTPATU(UIUPOBATH IMALMEHTOB U3 TPYIIIHI
HU3KOTO0 U MPOMEXKYTOUHOTO pUCKa (HO HE BHICOKOTO M OY€Hb BHICOKOI'0) Ha TPYMIIbI C pa3HOI
BBDKMBAEMOCThIO. [Ipy mpouynx paBHBIX YCIOBMSIX BbIcOKOe 3HaueHue mHaekca MDS-CI kak
YBEITUYMBAET PUCK CMEPTH OT MPHUYMH, HE CBs3aHHBIX ¢ TpaHchopmarmerd B OJI (HR 2,46; p
<0,001), Tak 1 ymenbmaet nokazarenu OB B uenom (HR 2,09; p <0,001).

Takum oOpa3om, ydeT (akToOpoB, CBSI3aHHBIX KakK C 3a00JE€BaHHEM, TaK U C CaMUM
MAlMEHTOM, 3HAUYUTEIbHO YJy4dllaeT IPOrHOCTHUYECKYH0 MOIIHOCTh OTAEIBHBIX MOJEIEH,

0COOCHHO B TpyImax Hu3koro pucka [119].

8. Kpurepum oneHKu KayecTBa MeHIIMHCKOI MOMOIIT

Ouenka
Ne Kpurepun kauecTBa
BBIIIOJIHEHH A

BrimtoaeH o0muii (KTHHUYECKUH) aHaTN3 KPOBH
pasBepHYTHIA. [uddepeHImpoBaHHbBIN TOACYET
neiikonuToB (NeikonuTapHas ¢popmyna). MccnenoBanue
1 Ha/Het
YPOBHS PETUKYJIOIIMTOB B KpoBU. MccnenoBanue ypoBHs
TPOMOOITUTOB B KPOBH. (TIpY YCTAHOBJICHUHY JIMarHO3a, IPU

JIeYeHNH U TIPH JUCTIAHCEPHOM HaOJII0ACHNN)

BhITOTHEH aHATN3 KPOBU OHOXMMHYECKU I

obierepaneBTudeckuii. MiccienoBanue ypoBHs 00IIero
2 Oeinika B kpoBH. VcciieioBanne ypoBHS anbOyMHHA B Jla/Her
KkpoBu. McciieioBanie ypoBHsI KpeaTHHUHA B KPOBH.

HccnenoBanne ypoBHsI 001ero OnnnpyOnHa B KPOBH.
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VccnenoBanue ypoBHs CBOOOTHOTO U CBSI3aHHOTO
OounupyOuHa B KpoBH. OnpeneneHre akTHBHOCTH
anmaHuHaMuHOTpaHcdepassl B kpoBu. OnpeneneHue
AKTUBHOCTH acmapTaTaMUHOTpaHc(epassl B KPOBH.
OmnpenesneHne akTUBHOCTH JIAKTAaTAETHAPOTeHa3bl B KPOBH.
VccenoBanre ypoBHS TIIIOKO3BI B KPOBH. (TIPH
YCTaHOBJICHUH JUAarHo3a, NP1 yCTaHOBJIEHHOM JIMarHose B

[IpoLecce JICUCHU, ITPU AUCITIAHCEPHOM Ha6J'IIOZ[€HI/II/I)

BrmmoHeHBI HCCJIICIOBAHUA YPOBHSA KEJI€3a CBIBOPOTKH
KpOBH W UCCIICIOBAaHUE YPOBHS ()eppUTHHA B KPOBH (TIpH
YCTaHOBIICHUH MArHO3a  Janee He pexke 1 pasa B 3-6

MECSIIICB)

Jla/Her

BBITIOTHEHO yIBTPa3ByKOBOE MCCIIEIOBAHNE OPTaHOB
OprOIITHOM TONIOCTH (KOMIUIEKCHOE) (TIpY YCTaHOBIICHUH

JAHarHo3a, €CJI1 HEC BBIIIOJIHCH B aM6y.TIaTOpHLIX YCJ'IOBI/IHX)

Ila/Het

BEITIOTHEHO IUTOJIOTHYECKOE MCCIIeJOBaHHE Ma3Ka
KOCTHOTO MO3Ta (MHEJIoTpaMMa) WiTd OTIIEYaTKOB
TpernaHoOHoNTaTa KOCTHOTO Mo3ra (ITPU YCTAHOBIICHUN
TMarHO3a U B IIPOIIECCE JICUCHUS B ClIydyae, eCIId HEe

BBITTOJIHEHO B aMOYJIATOPHBIX YCIIOBHSX )

Jla/Het

BBIMOHEHO ONpe/ieNieHNe KOJTHYECTBA CHICPOOIIACTOR U
CUJICPOIIMTOB B KOCTHOM MO3T'€ ITPU KOJIMYECTBE OJIACTHBIX
KJIETOK MeHee 5% u apuTpouiHoM poctke oosiee 10% (mpu

YCTaHOBJICHUU JUarHo3a)

Jla/Het

BBIMOJIHEHO IUTOTEHETHYECKOE UCCIIEOBAaHNE (KapHOTHII)
OHOTICHIHOTO (OTIEPaLlMOHHOTI0) MaTepHrajia KOCTHOTO
Mo3ra (IIpy yCTaHOBJIEHUH JUAarHO3a, IIPU MPOTPECCHH
3a00JIeBaHUs U PA3BUTHH PELUANBA B CIydae, €Cllu He

BBITIOJTHEHO B aMOYJIAaTOPHBIX YCIIOBHUSX )

Jla/Her

BBINOJIHEHO NaTOJIOr0-aHATOMUYECKOE UCCIEJOBAaHHUE
OHOTICHITHOTO (OTIEPallMOHHOT0) MaTeprana KOCTHOTO

Mo3ra (MPY YCTAaHOBJICHUH JTUarHo03a)

Ha/Het

Havara cnenmduueckas Tepanusi MUEIOAUCIIIACTUYECKOTO
cuHIpoMa (TIpU HATTUIUH TTOKA3aHIH ) WK
MHEJTIOIUCIIIAC THICCKOT0/MUEIIOT PO (PEPATHBHOTO

HOBOOOpa30BaHU

Hla/Het
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HayuyHbld neHTp» uM. H.H. brnoxuna MunsnpaBa Poccum, unen HamuonambsHOro

IréMaTOJIOTrn4€CKOIro O6H_ICCTB8., ysieH HanmoHnanbHOTO O6H.I€CTB3. OHKOJIOT'OB M I'€MaTOJIOT'OB.

buaok mo OopraHmsanuu MeIUIIMHCKOI MOMOILIMN:

1. TeBopksan Turpan I'armkoBu4, 3amectutens aupekropa HUN KOP ®I'BY «HMUIL]

onkojoruu uMm. H.H. Baoxunay, riaBHBIM CHEIUATUCT-OHKOJIOI MOCKOBCKOI 00JIaCcTH.

2. HBanoB Cepreii AHaToJIbeBUY, 1.M.H., Tpod. PAH, mupekrop MPHII um. A.®. [{p10a —

¢mmana OI'BY «HMUL] pagnonorun» Munzapasa Poccun.
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3. HeBoubckux AJiekceil AJiekceeBMY, J.M.H., 3aMECTUTE]b JUPEKTOpA IO JICUCOHOM
padore MPHII um. A.®. Lp16a — punuana ®PI'bY «HMMUL] pagnonoruun» Munszapasa Poccun.

4. Xaiinosa )Kanna BnagumMupoBHa, K.M.H., 3aMECTUTEIIb JUPEKTOPA MO0 OpraHU3aI[MOHHO-
Meroauyeckor padbore MPHL| um. A.®. Ilpiba — ¢ummana ®I'bY «HMULl paguonorun»
Mun3sapasa Poccun.

KoH@pumKT HHTEpecoB: aBTOPHI HE UMEIOT KOH(IMKTa HHTEPECOB.

Hpuioxkenue A2. MeronoJiorusi paspadoTKu KIMHUYECKUX PEKOMeHAaluii
LeneBasi ayauTOpys JAHHBIX KJIMHHYECKHX PEKOMEHIAMI:
® BpayM-reMaTosOrHy;
® BpPaYM-OHKOJIOTH;
® BpayM-TEPAIEBTHI;
e BpauYM-aHECTE3UOJIOTH-PEAHUMATOJIOTH;
® Bpauu-KIMHUYECKUE (PapMaKOJIOTH.
PeiiTuHroBas cxema il OLIEHKH YPOBHSA J0CTOBEPHOCTH 10KA3aTeJbCTB
HIxana oueHkn ypoBHei 10cTOBepHOCTH Joka3aTeabeTB (Y /1) 1y MeTo10B ANATHOCTUKHA

(IMarHoCcTUYeCKUX BMelaTeabCTB)

YA Pacuugposka

1 CucteMaTnyeckre 0030pbl HCCIEIOBAHHUN C KOHTPOJIEM peepeHCHBIM METOAOM WIIH
cucTeMaTH4YecKuii 0030p paHAOMHU3MPOBAHHBIX KIMHUYECKUX uccaenoBanuii (KU) c

IIPUMCHCHHUEM METaaHaJIM3a

2 OTI[CJ'ILHLIG HCCJICA0BAHUA C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM HJIKM OTACJIBbHBIC
PaHAOMU3ZUPOBAHHBIC KW u cucrematnueckue O630pI>I I/ICCJ'IC,Z[OBaHI/Iﬁ 000r0 ,Z[HSaﬁHa, 3a

HUCKIIFOUCHUEM PAHAOMU3SUPOBAHHBIX KI/I, C IPpUMCHCHHUEM MCTaaHaI1M3a

3 HccnenoBanus 6e3 MOCIEA0BATEIBHOTO KOHTPOIIS peepeHCHBIM METOIOM HITH
HCCJIEI0BAHHUS C pepepeHCHBIM METOZOM, HE SIBJISIOIIMMCS HE3aBUCUMBIM OT HCCIIEIYEMOT0
METOZa WM HEPaHJOMHU3UPOBAHHBIE CPABHUTEIIBHBIE HCCIICAOBAHNS, B TOM YHCIIE —

KOT'OPTHBIC UCCJIICAOBAHUA

4 HeCpaBHI/ITeHLHbIG HCCICA0BaHUA, OIMMCAHUC KIIMHUYCCKOIO CilIy4das

5 Hmeetcs numrbs 000CHOBaHUE MEXaHH3Ma JICUCTBHS NI MHEHHUE OKCIIEPTOB

HIkana oumeHKH YPOBHEH J0CTOBEPHOCTH JA0KA3ATEJbCTB HJA METOAOB NPOPHIAKTHKH,
JedeHUsT W peaduauTanmuu (MPOPUIAKTHYECKHX, Je4yeOHbIX, PeaduIUuTANNOHHBIX

BMeEIIATEJIbCTB)

YA Pacuiugporka

1 Cucrematndecknii 0030p pangoMu3upoBaHHBIX KU ¢ mpuMeHeHneM MeTa-aHamm3a
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2 Otnensable pangoMusnpoBanusie KM u cucremaTrueckue 0030pbI MCCIEI0BAHUH JTI000TO

Jn3aiiHa, 3a UCKIIIoUeHHEeM paHgoMu3npoBanHbix KU, ¢ nmpuMeHeHneM MeTa-aHaim3a

3 HepaH,Z[OMI/ISI/IPOBaHHLIG CPaBHUTCIIBHBIC UCCIICAOBAHUS, B TOM YHUCJIC KOTOPTHBIC UCCIICTOBAHU A

4 HeCpaBHI/ITCHLHHC HCCJICA0BaHUs, OIIMCAHUEC KIIMHUYCCKOTO CiIydasd Ui CEpuun Ciiy4acB,

HCCJIEIOBAHUS «CITy4ail—KOHTPOJIb»

5 NmeeTcs mumns 000CHOBaHWE MEXaHM3Ma JCHCTBUSA BMEIIATEIbCTBA (TOKITMHIIECKHAE

I/ICCJ'IG,Z[OBaHI/IH) HJIM MHECHHUE SKCIIEPTOB

IIkana owmeHkH ypoBHeH yOemurTeabHocTH pexkomenganuii (YYP) pas meromos
npopuIaKTHKM, [MATHOCTHKH, JiedeHUs1 M peaduautanuu (MpouIaKTHUYECKHX,

JAUATHOCTHYECCKHX, JIe'leﬁHI)IX, peaﬁl/IﬂHTaHHOHHbIX BMeIIIaTeJ'IBCTB)

Yyp Pacuiugporka

A CunbHas pekoMeHIaIus (Bce paccMaTpruBaeMbie KpUTepun () (HEeKTUBHOCTH (MCXOIBI)
SBJISIFOTCS BRXKHBIMH, BCE MCCIICOBAHHSI MMEIOT BBICOKOE MJIH yIOBJIETBOPUTEIBHOE
METOA0JIOTHYECKOE KAYECTBO, UX BBIBOABI 110 HHTEPECYIOIIUM UCXOaM SIBIISIOTCS

COTJIACOBAaHHBIMH )

B YcenoBHas pekoMeHaanus (He BCE paccMaTpuBaeMble KpUTepun 3G (QEKTHBHOCTH
(MCcxX0/bI) ABISIFOTCS BAXKHBIMU, HE BCE MCCIICJIOBAHUS UMEIOT BBICOKOE MU
YAOBJIETBOPUTEIHLHOE METOI0JIOTUYECKOE KAUYECTBO HU/HITH MX BBIBOBI 10

MHTEPECYIOIIUM HCX0/IaM He SBJISIOTCS COINIACOBAHHBIMH)

C Crnabas pexomeHmanust (OTCYTCTBHE JOKa3aTEIHCTB HAAIEKAIIIETO KadecTBa (Bce
paccMaTpuBaeMbIie KpUTEPUH dPPEKTUBHOCTH (FMCXOIBI) SIBISIFOTCSI HEBAXKHBIMH, BCE
HCCIICIOBAHUS UMCIOT HU3KOE METOIOIOTHIECKOE KAYSCTBO M UX BBIBOIBI MO

HWHTCPCCYIOUIUM UCXOJaM HE ABJISIOTCH COFHaCOBaHHHMI/I)

MeToaoJiorusi BaJIuJIN3alUu PeKOMeHIauui
Meroapbl Bamuau3alui peKOMEH Iallii:
® BHEIIHSA SKCIIEPTHAS OICHKA,
® BHYTPEHHSS HKCIIEPTHAs OIICHKA.
Onucanue MeTOAUKH BAJTHIAN3ALNMU PEeKOMeH AU
Hacrosimiue pexoMeHaanuu B TpeABAPUTEIBHON BepcUM OBUIM  PELEH3UPOBAHBI
HE3aBHUCHMBIMH  JKCIEPTaMH, KOTOPBIX IONPOCHIM MPOKOMMEHTHPOBATh, HACKOJIBKO
KaueCTBEHHO MHTEPIPETUPOBAHBI IOKA3aTEIhCTBA U pa3pabOTaHbl peKoMeHaauu. Takxe Oblia
MPOBEICHA SKCIIEPTHAS OLIEHKA M3JI0KEHHSI PEKOMEHIAIMK M X JOCTYITHOCTH JIJIsi TOHUMAaHUS.
[IpenBaputensHas BepcHsi peKOMEHIAINIA MPEACTaBIsIach U 00CykKanach Ha 3acelaHuU
DKCIIepTHOTO CcOBeTa IO TEeMaToJOTMM W Hay4yHbIX KoH(pepenmusx HanumonansHoro

reMaToJIOrHYecKoro o0mecTsa.
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Pekomenpauuu oOcCyxJieHbl U OJOOpEHBl BEAYIIMMH CHEHUAIUCTAMHU NPOPUIbHBIX
(denepanbHbIX IeHTPOB PD U mpakTUUECKUMU BpayaMHu.

OxoHuaTe/bHAA pelaKIus

Jlnst OKOHYATeNhbHOW PENaKIMKM M KOHTPOJS KayecTBa PEKOMEHAAlMU OBLIM MOBTOPHO
MPOAHAIU3UPOBAHBI WIEHAMHU aBTOPCKOT'O KOJUIEKTHUBA, KOTOPHIE MPUIIUTH K 3aKJIFOYCHHIO, YTO BCE
CYILIECTBEHHbIE 3aMEYaHHsi M KOMMEHTapUU JKCIEPTOB MPHUHATHI BO BHUMAaHUE, PHUCK
CHUCTEMATHYECKUX OIIMOOK MIPH pa3padOTKE CBEICH K MUHUMYMY.

[locneanue w3MeHEHUsT M OKOHYATENbHAs PENAKIUs JAaHHBIX PEKOMEHIAIUi ObLTH
PacCMOTPEHBI U YTBEPKIACHBI HA 3aCEIaHUU MYJIbTHAUCIUIUIMHAPHOTO DKCIEPTHOTO COBETA 110
remarojoruu B anpene 2018 r.

Iopsiaok 00HOBIEHNS KINHUYECKUX PEeKOMEH AUl
MexaHu3M OOHOBJICHUS KIMHUYECKUX PEKOMEHJIALUN MpeaycMaTpuBaeT UX CHCTEMaTHYECKYIO
aKTyalTu3alliio — He PEeKe YeM OJIMH pa3 B TPH T'0J[a WU TIPH TOSIBJICHUH HOBOUM WH(MOpMAITUU O
TaKTUKE BEJCHMS MAIMEHTOB C JaHHBIM 3abosieBaHueM. Pemienne 06 0OHOBICHHHM MPUHUMAET
Munszapas  Poccum  Ha  OCHOBE  NPEAJIOKEHHM,  MPEICTaBICHHBIX  MEIUIUHCKUMU
HEKOMMEpUYECKUMHU TpodeccHoHaIbHbIMU opranu3anusiMu. ChopMUPOBAHHBIE MPEATIOKEHUS
JOJDKHBI ~ YYUTBIBaTh PE3YyJbTaThl KOMIUIEKCHOM OLIGHKM JIEKapCTBEHHBIX IIPEnaparos,

MEJUITMHCKUX U3CIINN, a TAKXKE PEe3yJIbTaThl KIMHUYECKOHN arpoOaluu.
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Hpuiaoxkenue A3. ChnpaBouHble MAaTepHAJbl, BKJIOYasd COOTBETCTBHE

NMOKA3aHM K NMPUMEHEHHUI0 U NMPOTHBONMOKA3aHUI, ClIOCOO0B NMPUMEHECHUSI H

A03  JIEKAPCTBEHHBIX MPeENnapaTroB, MHCTPYKUUH 1O NPUMEHEHUIO

JEKAPCTBCHHOI'O IMpemaparTa

IIpunaoxenue A3.1. BapuauThl KypcoB MHAVKIIMYA ¥ KOHCOJIUIAINY

[92, 158, 159, 160]

IIporpamma Ipenapatsbl
HHIYKIMH/
KOHCOJTUAAUH
7+3(1) #1lutapadbun** 100 Mr/m? B/B 2 pa3a B CyTKH B 1-7 1HK

+ #Jlaynopy6uuun** 60 mr/m? /B 1 pa3 B aeHb B 1-3 1HM umm
« #MuTtokcautpon** 10 mr/m? B/B 1 pa3 B feHb B 1-3 quu unu

o #pmapyOunma** 12 Mmr/M2 B/B 1 pa3 B nieHs B 1-3 nHU

7+3(2)
[92, 158, 159, 160]

#Lutapabur** 200 Mr/mM? B/B KpyIJI0CYTOYHO B 1-7 1HU
« #Jlaynopy6unun** 60 mr/m? /B 1 pa3 B AeHb B 3—5 1HM UM
« #MuTtokcantpor** 10 mr/m? B/B 1 pa3 B ieHb B 3—5 JHU WK

o #Unapyounma** 12 Mr/m2 B/B 1 pa3 B 1eHb B 3—5 mHH

BapuaHTBI KypCcOB NOJAEPKUBAIOLIECTO JICYCHUS

IIporpamma I[Ipenapar
5+ 6-MII (2) #1{urapabur** 100 mr/m2 B/B 2 pa3a B 1eHb B 15 quu, wian 50 Mr/m? moakoxkHo 2
[1, 2, pasa B 1eHb B 1-5 mHU

#MepkanTonypun** 60 Mr/mM? B CyTku B 2 IpueMa BHYTpb B 1-2 1HU

Aza-Ara-C Azaruramae®* 75 mr/m? /k 1 pa3 B JieHb, B 1-3 mHU
[99, 156] #Lurapabun** 10 Mr/m? n/k 2 pasa B cyTku ¢ 4-ro no 10-17 quu
Dac-Ara-C Jenuta6bus 20 mr/m? B/B 1 pa3 B 1ieHb, B 1-3 nHU
[99, 156] #Lnrapabun** 10 Mr/m? n/k 2 pasa B cyTku ¢ 4-ro no 10-17 quu

IIpuaoxenue A3.2.

PexoMmennanuu no Hasuauyenuio JIICII

Ipu orcyrctBuun 3¢ dekra* yepes 6-8
IIpenapatsbl Craprossie 10361 IIICII Heaeab a03y IIICII yseanuuparot B 1,5-2,0
pa3a u/uiam nod6aBasirot I'-KCD
H#Om0dTUH 450 ME/xr B Heneo, 900 ME/xr B HEIETIO
anppa** BBOAMMasl 3a 1- 3 paza B Heero BBOAMMas 3a 1-3 pa3a B HEAEIIO
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[74, 75, 77, 161
163]

Bosmoxno BBenenue 36-40000 ME 1
pa3 B Heneuio [75,77,161]

MaxkcumansHaasg go3a 80000 ME/uenemnro

#Onostul Oera**

[161, 162]

450 ME /kr B Henemo
BBOJMMAsI 3a 1-3 pasa B HenEIO
Bo3moxno Beenenue 30000 ME 1 pa3

B HEJEIIO

900 ME /xr B HEREMIO,
BBOMMAs 3a 1-3 pasa B HeJer0

MaxkcumansHag go3a 60000 ME/genenro

#JlapOamosTHH

anbda** [75, 76]

150 mxr (2,25 mkr/kr) 1 pa3 B Henemno
500 Mkr (6,75 Mkr/kr) 1 pa3 B

3 Henemun

300 mkr (4,5 mkr/kr) 1 pa3 B Heem0

o3y He yBeIMUMBaIOT

*-nem nogviuenus yposrs Hb >10 2/ u/unu crudcenus 3a8ucumocmu om 2emMompaHcgy3uil.

**- 003a [ -KC® noobupaemcs uHOUBUOYAIbHO, UmMoObl KOAUUeCmao JeUKoyumos 6 oouem

(knunuueckom) ananuse kposu owiio <10 x10%x.

Ipuiaoxenue b. Anropurmbl JelicTBUI Bpaya

OO0mmii anropuT™M BeieHusi NanueHToB ¢ noao3penueM Ha MIC nim MIC/MITH

MNaunerT © NOACIPEHWEM
Ha MAC wnu MOCHN

Neserne B COOTBETCTBIN
© AIVOPUTIAOM Neverma MG HAn
MOAC/MMH BeCcoKono prcxa

AuaroputMm Benenusi nanueHToB MJIC u MIC/MITH Hu3koro pucka:

— TPYNIBI HU3KOTO U MPOMEXKYTOUYHOTro-1 pucka no mkaie IPSS;

— IpYMIIBI OYEHb HU3KOTO, HU3KOT'0 U MPOMEXYTOUYHOT0 pucka 1o mkaie [PSS-R;

-TpyNIbl HU3KOTO U MTPOMEKyTOUHOTO -1 prcka mo CPSS.
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AaroputMm BeneHus nanueHToB MJIC u MJIC/MITH BbICOKOro pucka:

— TPYIIIBI MPOMEXYTOYHOT0-2 U BBICOKOTO pHcKa 1o mkaie [PSS;

— rpyIIBI IPOMEXYTOYHOT'0, BBICOKOTO M O4€Hb BBICOKOTO puckKa 1o mkaine [PSS-R;

-TPYIIITBI IPOMEKYTOIHOTO 2 M BBICOKOTO pHcka mo CPSS.

Beputvapposassnit peans MG ¥ MICANTH sxconorm putsa
MpoueryTo+ui-2ncona pack 1o PSS
TipouenyTowsal, Bcoms! 1 0w Bsconsi puck o PSS A
FpouenyTousi 2 mscoosi prcs no CPSS

EcTs HLA-mgrmareat 20000
HCTC1 <3

Baspact crapwe 65-70 ner

TNt ApoMOl MO Lyrtoresstme

MinoueTwrwy

pyoue npenapane-e XTww

Bemeromia « NI ww ML v

v € VA 203X ww
MNOMETAMDYCLI NDENDETS

’mmmwa.njynun, o XT
Beseronasc + wa ML

1 Tarwsscreo Banios no wiane »
ECOG23

R CrunTouanHeckas TepaTns
TAECTITENRNRR TEDANNA FOMNDNET BV 1PIEN
He rypeosas XT
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HMpunoxenue B. Undopmauus 115 nanueHTOB

Muenomucmiactuyeckue cuaapombl (MJIC) — 3To rpymnma pa3iuyuHbIX 3a00JieBaHUMN
koctHoro mosra (KM), mposBistomuxcst B ToM, uto KM He BbIpaOaThIBaeT JOCTaTOYHOTO
KOJIMYECTBA 370POBbIX KIeTOK KpoBuU. MJIC wyacTo Ha3bpIBalOT «OO0JIE3HBIO HEIOCTATOYHOCTH
KocTHOro mosray. MJIC crpagaroT riaaBHBIM 00pa3oM MOKMIIbIE JIIOAM (BO3pacT OOJBIIMHCTBA
MalMEeHTOB MpeBbIIIaeT 65 J1eT), 0IHaKO U cpean Il Mostoxke 40 JIeT BO3MOKHO BBISIBICHHE 3TOTO
3a00J1eBaHuUs.

OcHoBHbiMu npuszHakamu MJIC sBisieTcs IUTONEHUS — 3TO CHUYKEHUE KOJMYECTBa
SPUTPOLUTOB U TE€MOTIO0MHA, JIEGHKOIIUTOB U TPOMOOLIUTOB; TOMUMO HU3KOT'O KOJIMYECTBA KIETOK
KpOBH, 3peible KIETKH KpOBH, IUPKYJIUPYIOLUIME B CHCTEME KpOBOOOpAllleHUS, MOTYT
HEeMpaBWIbHO (HYHKIIMOHUPOBATH M3-3a TaK Ha3bIBaeMoi mucruiazuu. HecMotps Ha To, uto MJIC
— 9TO HE CHHIPOM, a O0JIe3Hb, U IaXKe TPYyIIa 3a001eBaHni, 0003HAUYCHHE «CHHIIPOMY JIO CHX TIOP
OCTaeTcs B CHJIE.

OCHOBHBIMHU THUIIAaMH LIUTOTIEHUHN SIBIISIOTCSA:

1. AHeMus — CHIKEHHOE COJIep>KaHuEe SPUTPOIUTOB B 1 MKJI KPOBH, HO Yall[e UCIIOIb3YIOT
napamMeTpsl TeMOrJIOOMHA: y TMAlMEeHTOB IMPOSBICHUSMH aHEMHUU SIBISIOTCSA OJIEHOCTD
KOKHBIX ~ TIOKPOBOB,  CJ1a0OCTh,  TOBBIIMIEHHAs  yTOMJISIEMOCTb,  COHJIUBOCTb,
TOJIOBOKpPY>KEHUE, cepIieOneHHe, OJIbIIIKA, KaK B TOKOE, TaK ¥ pU (PU3MYECKOI Harpys3Ke.
Jlnsg KakIoro mamueHTa CYLIEeCTBYET CBOE, MOPOTOBOE 3HAUEHHE IeMOrjio0uHa, Mpu
KOTOPOM HaUMHAIOT MOSABJISITHCS U YCUIIMBATHCS JAHHBIE CUMITTOMBI, KOTOPBIE 3aCTABISIOT
0o0paTuThCs K Bpauy U B JajbHEHIIEeM TOMOTalOT OI[EHUBATh COCTOSIHUE MAllMEeHTA.

2. JleWikoneHHs — HU3KOE COIepKaHue JIEMKoUuTOB B 1 MKJI kpoBU. CHIYKEHHE TIOKa3aTenen
JEUKOLIMTOB U HEUTPOPHIIOB, a TAaKXkKe HapylIeHHe UX (PyHKIHUU HE CKa3bIBaeTCs Ha O0IIEeM
CaMOYYBCTBHH TAI[UEHTOB, OJJHAKO MPHUBOJIUT K YBEITUUYCHHUIO YACTOTHI MH(EKIIMOHHBIX
OCJIOKHEHUH.

3. TpomOouuToneHus: — HU3KOE CoJepKaHre TPOMOOIIUTOB B 1 MKII KpOBH; y MAllUEHTOB C
TPOMOOLIUTONIEHUEN HEPEIKO BBISIBISIETCS T'€MOpparuyeckuil CUHIpPOM (IOSIBJIEHHE Ha
KOX€E U CIM3UCTBIX KPACHBIX MATEH-TEMOpPparuii, KpOBOTOUMBOCTbH JECEH, Yalle BO BpeMs
IPOBEJCHUS] TUTHEHNYECKUX MPOLEAYpP, KPOBOTEUEHHUS U3 HOCA, KEITYA0YHO-KUIIEUHOT O
TpakTa U T. A.). C y4eToM HapylIeHHON (YHKIIMH TPOMOOIIUTOB 3TU MPOSBICHUS MOTYT
ObITh Ipu ypoBHE TpomboumutoB >20x10%1n, omHako dYalle OHU BCTPEYAKOTCA IIPU
nokaszaressx Menee 20x10%m.

Jus  muarsoctukn MJIC HEoOXOoAMMO BBIIOTHHUTH HCCIeIoBaHuE KpoBu, KM ¢
ornpezaeneHueM 0CoOOEHHOCTeH KapuoTuna (ONpeaeNuTh — €CTh MOJIOMKH XPOMOCOM HJIM HET), a

TaKKe MPOBECTH MOJHOE TepaneBTHYecKoe oOcCiIenoBaHUEe. JTO IMOMOXKET Bpady MOATBEPAUTH
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Hamimuue win orcyrctBue MJIC, BBISICHUTH Hajdu4ue COMYTCTBYIOUIEH MATOJIOTHMH, a TaKKe
BBIOpATh TAKTHUKY JAIbHEUIIICH Teparum.

B nactosmee Bpemsi cymiectByeT MHOro metonoB Jjedenuss MJIC. Beibop 3aBucut ot
BapuanTta MJIC, ocobeHHOCTel KpOBETBOPEHUS, TPYIIIBI pUCKA, BO3pAcTa MAIlMEeHTa, HATHIUs |
TSXKECTH COMYTCTBYIOIIEH MaTOJIOrMK, Hamuus noaxoasuiero no HLA-cucreme nonopa.

Pemenne o Havane Toi UM WHOM Tepamnuu, 0COOEHHO O Hayalle peau3aluy MPorpaMMbl
TPaHCIUIAHTAIIUN aJUTOTEHHBIX TEMOITO3THYECKUX CTBOJIOBBIX Ki1eTOK (TpaHCIutaHTalust KOCTHOTO
MO3ra), MPUHUMAETCS BPauoM COBMECTHO C MAI[MEHTOM U €0 POJACTBEHHUKAMH.

AJleKBaTHOE BBITIOJIHEHHUE MAIlMEHTOM Ha3HAYeHUW Bpaya, CBOEBPEMEHHOE COOJI0JICHHE
BCEX YCTAHOBJICHHBIX MPABUJI MO3BOJISET MOTYYUTh MAKCUMAIbHO BO3MOXKHBIN pe3yibTar.

Bcem manuentam ¢ MJIC pexomeHayeTcst coONIOAaTh MPEANUCAHHUS TeMaToJjiora o
JICUCHUIO U HE 3aHUMAThCS CaMOJICUCHHUEM, UCKITIOYUTh WHCOJIALINIO, TIOCEIIeHNE CayHbl /0aHu U
¢dusnoTepaneBTHYecKue nporeaypsl. [Ipy HaTuIHKu BpeIHBIX YCIOBHA TPy/a JKelaTelibHa CMEHA
ycioBuil pabotel. K BpenHBIM yCIOBHUSIM TpyAa OTHOCATCA: paboTa, CBsI3aHHAS C TSXKEIBIM
(hM3HUECKUM U 3HAUYUTEIBHBIM HEPBHO-TICUXHYECKUM HAMIPSKCHUEM, BO3JICHCTBUEM TOKCHUECKHUX
areHToB, BUOpaluu, NpeObIBAHHEM Ha BBICOTE, OOCIY)KMBAaHHEM JBIKYIIUXCS MEXaHU3MOB,

BOXKIACHHUCM TPAHCHOPTHBIX CPCACTB, AUCIICTUCPCKUC HpO(I)eCCI/II/I U T. II.

Hpunoxkenue I'1 - I'N. IlIkaabl oleHKH, BONMPOCHUKH U pyrue
OLICHOYHbIE HHCTPYMEHTHI COCTOSIHMS IALMEHTA, IPUBEJICHHbIE B

KIMHHYCCKHUX PCKOMECHAAIIUAX

IIpuno:xenue I'l. IIpornocTnueckue mraast MJIC
st onpenenennst pucka y naumeHToB M/IC, a Takke npu BbI0Ope TAKTHKH TePaNuu
HCIIOJB3YKOT MPOTHOCTUYIECCKUE CUCTEMBI OLICHKH, oﬁbezmnmoume OTAC/JIbHbIC
KJIMHUYeCKHe U reMaroJiornuyeckue napamerpbl. Huske npencrasiiens 3
nporaocruyeckune mkajapl: IPSS, IPSS-R u WPSS.

IIpornocruyeckas mkana IPSS

OpurunajibHoe Hasanue: International prognostic scoring system for myelodysplastic
syndromes (IPSS) [63]
Hcrounuk_- Greenberg P. et al. International scoring system for evaluating prognosis in
myelodysplastic syndromes. // Blood. 1997. VVol. 89, Ne 6. P. 2079-2088.
Tun-mkana oleHKH
Ha3naueHue. KINHHYECKAA OIL[CHKA IPOrHo3a 3a00J1eBaHuSA

Conep:kaHue U MHTEPNPETALMS :
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Kpurtepum nporuosa

Banabl

0 0,5 1,0 15 2,0
bnactel B KM, % <5 5-10 — 11-20 21-30
Kapuorun Xopomuit [IpomexxyTouHBII [Tnoxoit
[{uToneHun 0/1 2/3

Memuana oOmen

Menuana BpeMeHHU /10

CymmMma GaytoB Kareropus prcka BBEDKUBAEMOCTH, tpanchopmarim B8 OMJI
et 25% manueHTOoB, JET
0 Huskuit 57 9,4
0,5-1,0 ITpomexyTounbIii-1 3,5 3,3
1,5-2,0 [IpomexyTouHBIi-2 1,1 1,1
>2.5 Bricoknii 0,4 0,2
Ilpumeuanus:

Iuronenus: Hb <100 r/i; abcomoTnoe uncno HelTpodunos <1,5%x10%1; TpoMOOLMTEI

<100x10%.

Kapuorun: xopommuii — HopManbHbIid Kapuotuil, —Y, —20, —5; mioxoil — aHoManuu 7-i

XPOMOCOMBI ¥ KOMILICKCHBIC abeppaiuu (>3 XpOMOCOM); TPOMEKYTOUHBINH — BCE OCTAIIbHBIE.

IIpornocruueckas mkamna IPSS-R

OpurunaipHOoe Ha3Banue: Revised international prognostic scoring system for myelodysplastic

syndromes [30]

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

Tun-mkana oneHKu

Hasnauenwme: kInHHYECKas OLICHKA ITPOTHO3a 3a00JIeBaHUs

Copep:xaHue U UHTEPIIPETALINSA:

Babl

Tapaverprt 0 05 1 15 2 34

Kapuorun Ouyenb - Xopowmui - [Ipomexy- | [lnoxoit u
XOpOIIUH TOYHBIN OYCHb
MIJIOXOH

biracter B KM, % <2 >2-<5 - 5-10 > 10
["emornoOuH, I/ >100 — 80-99 <80 — —
TpoMOOITUTEI, X 10%x >100 50-99 <50 — - -

98




Heitrpodunsi, x10%1 >0,8 <0,8 - - - -
. MenuaHa BpeMeHH /10
['pynna pucka Cymma Menuana obuweit Tpanchopmanun B OMJI 25%
oa/10B BbI’)KMBAE€MOCTH, MeC
MaNUEeHTOB, MeC
OueHbp HU3KUN <1,5 9,3 He nocturayra
Huskuit >1,5-3 6,3 He nocturnyta
[IpoMexyTOUHBIH >3-4,5 3,4 2,4
Bricokuii >4.5-6 1,2 0,8
O4eHB BBICOKHH >6 0,6 0,6
BapuaHT KapuoTuna JlaHHbIE UTOreHETHYECKOr0 HCCJIeI0BAHUS
OYeHb XOPOIIHiA —Y; del(11q)

(3 abepparun)

Xopommii Hopmansnsiit; del(5q); del(12p); del(20q); del(5q) ¢ nononHuTENHEHOMN
XPOMOCOMHOM abeppartueit

IIpomMeKyTOIHBIIH Del(7q); +8; +19; i(17q); mobas apyras W30IUpOBaHHAS WU ABOWHAs abeppanus

[Tnoxoit —7; inv(3)/t(3q)/del(3q); aBoiinas abeppartws ¢ —7/70-; KOMIJICKCHBIH KapUOTHIT

OueHb II0XO0H

KomrekcHbli kapuotun (>3 abeppaliuii)

IIpornocruyeckasi mkamga WPSS

Opurunanpaoe HazBanue: WHO classification-based Prognostic Scoring System (WPSS) [64]

Hcrounuk_- Malcovati L. et al. Impact of the degree of anemia on the outcome of patients with

myelodysplastic syndrome and its integration into the WHO classification-based Prognostic
Scoring System (WPSS). // Haematologica. 2011. VVol. 96, Ne 10. P. 1433-1440.

Tun-mkana oneHKu

Hasznadenwne: kImHUYECKas OICHKA IIpOorHo3a 3a00JIeBaHMs

Copep:xaHue U HHTEPIIPETALIUSA:

banbl
IlapameTpsbl 0 1 3
Bapuant o PA,
knaccudukanun BO3? PAKC, PIIMT PANB-1 PAWB-2
50—
Kapuortun? Xopomui [IpoMeKyTOUHBILI ITimoxon —
Hb<90 /71 ms
My)9uH 1 <80T/I1 115 Her Ha -
PKEHIUH
Menuana oOmieit BepositHOCTh porpeccuu B
Cymma banos Kateropus pucka BBDKUBAEMOCTH, MEC. OMJI (6e3 neuenwst)
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2 roya 5 et
0 OuyeHb HU3KUH 103 0 0,06
1 Huskuit 72 0,11 0,24
2 [TpoMexyTOUHBIN 40 0,28 0,48
34 Bricokuii 21 0,52 0,63
5-6 OueHb BBICOKHHI 12 0,79 1
IIpumeyanus:

1. Mopdonoruueckue Bapuantel mo BO3: PA — pedpakrepnas anemusi; PAKC —
pedpakTepHas aHeMHs C KOJbLEBBIMH cuaepodnactamu; Sq—cunapom — MJC ¢
n3onupoBaHHoW neneunent 5q; PLIMJ] — pedpakrepHas {uTONeHUs: ¢ MyJIbTUIMHEHHON
mucrasueii; PANB-1 — pedpakrepHas anemust ¢ u3bbitkom OmactoB 1 u PAUB-2 —
pedpakTepHas aHeMHS ¢ U30BITKOM 0J1acTOB-2.

2. Kapmorun: xopommuii — HopManbHblid, —Y, del(5q), del(20q); miaoxoit — KOMITJIEKCHbIE
aHOMaJIMM >3 abeppauuii u J00ble U3MEHEHUS 7-i1 XpOMOCOMBI; MPOMEKYTOUHBIN — BCE
Jpyrue aHOMaJIUU KapHOTHIIA.

3. Tpancdy3nonHasi 3aBUCHMOCTb (peryjsipHasi) — 5TO MHHAMYM OJHa TpaHc(hy3us

JIOHOPCKUX DPUTPOIIUTOB KaK/ble 8 Heeab Ha MPOTsHKeHUH 4 Mecsies [5]

IIpornocTuyeckue mkajbl npu XMMJI

IlIkana onenku nporao3za XMMUJI (CPSS)
Opurunanpaoe HazBanue: CMML-specific prognostic scoring system (CPSS) [150]
Hcrounuk_- Such E., et al. Development and validation of a prognostic scoring system for patients
with chronic myelomonocytic leukemia. Blood. 2013;121:3005-3015.
Tun-mkana oneHKu
Haznauenue: kimanyeckast OIICHKAa IMpOTrHO3a 3a00JI€BaHUs

Copep:xaHue U HHTEPIIPETALIUSA:

[TapameTtpsbl bambl
0 1 2
Bapuant XMMIJI XMMUJI-0 XMMUJI-2 -
BO3 2017 XMMJI-1
[Hoarun XMMIJI M/I-XMMJI MIIT-XMMIJI -
JletikounTs! <13x10%m | JleitkormTsr >13x10%/n
[uToreHeTn4ecKuii Hwuzkwuii [TpomMexxyTOUYHBII Bricokuit
pucK*
Hanuuue tpanchyzuit Her Ha -
ot DCKJIK**

*_1lUTOreHETUYECKUI DPUCK: HU3KUAN - HOPMAIBHBIA KapuoOTUI, -Y; IIPOMEXKYTOYHBI — BCE
9 9

ocranbHblie abeppanuu (B T. 4.. del (20q) , del (5q)); mmoxoit — +8, -7/del (7(), KoMIUIEKCHBIMH

KapHOTHII.
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**- remoTpanchy3un ICKJIK He meHee 1 103b1 Kaxable 8 HeleJIb B TeueHUue 4 MecsleB.

CymmMma OanioB Puck Menuana oOmiei BepositHOCTB 2-n1€THEN
BBDKHBAEeMOCTH, Mec. | mporpeccnu B OMJI, %

0 Huskuit 72 7

1 [TpomesxkyTouHbIN-1 31 14

2-3 ITpomexyTOUHBIN-2 13 37

4-5 Bricokui 5 73

CrnenunaJjibHas MKaJa oueHku nporauoza XMMUJI ¢ yueTom

MOJIEKYJISIpHBIX MapkepoB, XMMJI-moi. (CPSS-mol.)[151]
OpuruHajapbHOE Ha3BaHME. Prognostic scoring system for patients with chronic myelomonocytic
leukemia. [150] prognostic score values of the CPSS-Mol
Hcrounuk_- Elena C., et al. Integrating clinical features and genetic lesions in the risk
assessment of patients with chronic myelomonocytic leukemia. Blood. 2016;128:1408-1417.
Tun-mkana oneHKu
Haznauenue: kiimHn4YecKas OIICHKAa MpOTHO3a 3a00JIeBaHUSA

Copep:xaHue U UHTEPIIPETALINS:

ITapameTtpsl bamsl
0 1 2
Bapuantr XMMIJI XMMIJI-0 XMMIJI-2 -
BO3 2017 XMMJI-1
[MonTun XMMIJI MIA-XMMJI MII-XMMJI -
Jletixorutel <13x10%n | Jlefikommtsl >13x10%n
[urorenernyeckui Husknii IIpomexyTOUHBIN Beicoknii
pUCK™
MonexkynspHo- Husknii IIpomexyTOouHbIN Beicokuii
TeHETHUYECKUHN puck**
Hannuue tpancdysuit Her Ha -
ot DCKJIK***

*1luToreHeT4eCKUil PUCK: HU3KUN - HOPMAJIbHBIA KapuUOTHI, -Y; MPOMEXYTOUHBI — BCe
ocranbHble abepparuu (B T.4.. del (20q) , del (5q)); mmoxoit — +8, -7/del (7q), koMIUIeKCHBII
KapUOTHIL.

** MosekysipHO-TeHeTHYECKUN pUCK: HU3Kuii- HeT MmyTaruid B reHax ASXL1, NRAS, RUNX1,
SETBP1, npomexyrounsiit —myTanuu B reHax ASXL1, NRAS, SETBP1; Boicokuii- MmyTamuu B
reae RUNXI1.

***Temorpancdysun ICKJ/IK ne menee 1 10361 Kax/1ple 8 Heenb B TeUeHUE 4 MECSIIEB.

CyMmmMma 6aitoB Puck Menuana o61eit BepositHocTh 4-neTHel
BBDKHMBAEMOCTH, Mec. | mporpeccurt B OMJI, %

0 Hwuzknii He nocturayra 0

1 ITpomesxyTOoUHBIN-1 64 3

2-3 [TpoMeKyTOUHBII-2 37 21

>4 Bricoknii 18 48
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Ipunoxenue I'2. Ouenka 3¢ ¢exTuBHoctu tepanun M/1C u MIC/MITH

9(1)(1)CKTI/IBHOCTB TCpaIrnun MI[C AOJDKHA OLCHUBATHCA COIJIACHO KPUTCPUAM OTBCTA HaA
nedenust MexxayHapoanoii padoueit rpynmst (IWG 2006) [3].
OpurunanpHoe HasBanme: International Working Group (IWG) response criteria in
myelodysplasia [65]
Tumn: APYroe — KpuTepuu OLCHKHU OTBCTA HA JICUCHUC
Haznauenwue: onenka appexruBHocTH Tepanun MJIC
ConeprxaHue U HHTEpIPETALMS:

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

Bua orBera Kpurepun

ITonnas pemuccus KM: 5% 1 MeHee OJIaCTHBIX KJIETOK C HOPMaJIbHBIM CO3PEBaHUEM BCEX THUIIOB
KJICTOYHBIX JIMHHUI; BO3MOKHA TIEPCUCTHPYIONIAS ANCILTA3HS
[Tepudepuueckas kposb: Hb >110 r/i, TpomGoruTs! >100%10%1, HeliTpoduis!

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

UactuuHas peMuccus Bce kpuTepru MOJIHON peMUCCHU COOTIOIAIOTCS 32 UCKIIFOUEHUEM TOTO, YTO
KOJIMYECTBO 01acTHEBIX Ki1eToK B KM cum3unock Ha 50% u Oojiee OT HCXOAHOTO
3HAuYeHUsI, HO ocTaeTcs 6onee 5%.

KireTouHOCTH 1 MOP(OIOTHS HE aKTyaIHHBI

KocTHO-MO3r0Bast KM: 5% u MeHee OacTHBIX KIIETOK M X KOJIMYECTBO B TIPOIIECCE TePaITUH
pemuccus cHH3WIOCh Ha 50% 1 GoJiee OT UCXOHOTO 3HAUCHUS
[Tepudeprdeckas KpOBb: €CIM HAOIIOAASTCS TEMATOJIOTNUECKOe YITydIlIeHHe,

€TI0 CJICOAYET )106aBH$ITI) K KOCTHO-MO3IroBOMY OTBETY

CT8,6I/IJ'II/ISaI_II/I$I OTCYTCTBI/Ie YaCTUYHOU PEMHUCCHUH, HO HCT MMPU3HAKOB IIPOTPECCUPOBAHUS B

TeyeHue 0oJiee 8 HeNEb

bes apdexra UleTanbHBINA KCXOJ] HA ()OHE TEPANMK HITU [TPOTpecCcHpoBanne 3a00eBanHus,
XapaKTepU3yoIuecs yCyryOleHneM [IUTONCHUH, YBEMUYEHNEM KOJTMIeCTBa
OracTHBIX KIeToK B KM miti mporpeccupoBaHue B 6051ee «IIpOABUHYTHI
Mophoornyeckuii Bapuant MJIC 1o cpaBHEHHIO ¢ TEM BapUaHTOM, 4TO OBLT JI0

[TCpaInn

PermuuB mocie monaok  [HeoOxoaumo Hamwmaue XOoTs ObI 1 U3 CIeayIonuX MPU3HAKOB:

TN 9aCTUIHOW PEMHUCCUH — TIPOIIEHT OJIACTHBIX KJIETOK BEPHYJICS K HCXOIHOMY 3HAUYECHHUIO 10
JICYCHUS,

— cHmxenue Ha 50% u 0oJee 0T MAKCUMAJILHOT'O KOJIHUECTBA

TpanyJIOIIUTOB UJIN TpOM6OLII/ITOB BO BpeMA peMI/ICCI/II/I/OTBCTa;
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— cHIKeHue KoHneHTparuu Hb va 15 /1 u Oonee nim nprcoeuHeHne

TpaHc(y3nOHHOH 3aBUCHMOCTH.

LluTOreHeTu4ecKuii OTBET

[TonHBIA: NCUE3HOBEHNE XPOMOCOMHBIX U3BMEHEHUN U OTCYTCTBHE HOBBIX
UacTUYHBIN: yMEHBIIICHHE KOJIMYECTBA KIIETOK C XpPOMOCOMHBIMHU HapyIICHUSIMU

MUHUMYM Ha 50%

[Iporpeccus 3a0oneBanus

I[Hﬂ IanuCHTOB C KOJIMYCCTBOM OJIACTHEIX KJIETOK:

Hanuuue j11000r0 U3 CASIYIOIIUX MPU3HAKOB!

MUHUMYM Ha 50% OT MakcHMMaJbHOTO 3HAYECHHS BO BPEMSI pEMHUCCHH/OTBETA;

— meHee 5% — yBenuuenue Ha 50% u Ootee, T. €. 6osee 5%;
—5-10% — yBenmaenue Ha 50% u Oonee, T. €. 6oee 10%;
—10-20% — yBesmmuenue Ha 50% u Goiee, 1. €. 6onee 20%;

— 20-30% — yBenunuenue Ha 50% u Oonee, T. €. 6onee 30%.

— CHMXKCHUEC KOJINYCCTBA I'PaHYyJIOONUTOB UIIN TpOM6OIlI/ITOB Kak

— cHmKeHue KoHIeHTpanua Hb Ha 20 r/n1 u 6oree;

— 3aBUCUMOCTH OT TpaHC(l)y3I/IOHHOI‘/1 TCparuu.

['emMaTOJIOrHUECKOE

YIIy4llICHUE

Kputepun oTBeTa (OTBET JOKEH COXPAHATHCS HE MEHee 8 HeJelb)

OPUTPOUTHBIA OTBET

(ncxomuo menee 110 1/m)

[Toseimrenue Hb Ha 15 r/1 u Ooee;

CHmxeHne aOCONMIOTHOTO YMCIIa €AWHUIL TIEPEIMBAEMOMN SPUTPOIUTHON MacCHI,
o KpaliHeil Mepe, Ha 4 ¢IMHUIIBI B TeUEHUE 8 HEJleb, TI0 CPABHEHUIO C
MCXOJHBIM YHCIIOM MEPEJIMBAEMBIX €IUHMII 32 MIPEIIICCTBYIOIINE 8 HECb;
[Tpu orleHKe MHTEHCUBHOCTH TpaHC()Y3UOHHOHN Teparii He0OX0IIMO

VIUTBIBATh TeMOTpaHC(y3uH, BEIMoMHEeHHBIe Tpr Hb <90 1/1

TpomOoLuTapHEIil OTBET
(MCXOIHO MeHee

100x10%x1)

AGCOJTIOTHOE YMCII0 TPOMOOIUTOB yBeMuuBaeTcs >30%10%/1, mpu nexoaHbIX
BHaueHUX 6oaee 20%10%/m;

Veenuuenue ¢ menee 20x10%1 1o 6onee 20x10%1 u muaumym Ha 100%

HeitpodbunbHBIN OTBET

(MCXOTHO MEHEe

1,0x10%)

YBenmmaenue va 100% u yBenmmueHrne abCOIOTHOTO YHCiia HEUTPO(UIOB 10

Gonee 0,5%10%n

IIporpeccus uimm peruauB
mocine
reMaTOJIOTHIECKOTO

YITy4IIeHUS

Jl0Ka3aTeIbCTBO XOTS Obl OJJHOTO U3 CIIEAYIOLIUX MTPU3HAKOB:

TPaHYJIOIMTOB WM TPOMOOIIMTOB;

— cHmxeHne Ha 50% u 0ostee 0T MAKCUMAJIBHOTO KOJIMYECTBA

— caumxenue Hb Ha 15 r/n1 u 6onee;

— TpaHc(y3HOHHAS 3aBUCHMOCTb.
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Ipunoxkenue I'3. Hlkana komopouaHocTH 11 nauueHToB ¢ MJIC

JI71st IPOTHO3UPOBAHHMS BIHSHHS COITYTCTBYIOIINX 3a00JICBaHUI Ha KOHEUHBIC PE3YJIbTaThI
nedenust y OonbHeIx MJIC HeoOXoauMo OIeHHMBaTh KOMOpOWAHOCTH manueHta mo MJIC-
cnenuduaHOMy HHAEKCY Komopouanoctu (MDS-CI) [119].
Opwurunansaoe HazBanue: MDS comorbidity index
Twum: mkana oneHKn
HasnauyeHue: kKIMHUYECKas OIleHKa KOMOPOUIHOCTH
Copep:xaHue U UHTEPIIPETALIUS:

Ikana komopouaHocTn 1isi manueaTos ¢ MJIC (MDS-CI)

ConyrcTBylomue 3a00JieBaHus Bamabl
bosnesnu cepana
ApUTMHUSA
3a00JIcBaHUS KJIAMIaHOB 2

urieMuyeckas 00Jie3Hb WK UHPAPKT MUOKap/a

3aCTOMHAS cepacuHas HEJOCTATOYHOCTD

[lopakeHue MeYeHU CPEeJHEN U TSHKEJIONU CTeTIeHU
UppO3
(hubpo3 1
nepcucTupyomas runepouanpyonnemus >1,5xBI'H nnn

ACT/AJIT >2,5xBI'H

TlopakeHue JIETKUX TKEJION CTEeTeHU
muddy3Has crocoOHOCTh W/UITH 00beM (OPCUPOBAHHOTO BBIJIOXA 1

3a 1 ¢ <65% MM OUCIHOD B IOKOE WM HEOOXOIUMOCTD B OKCUT'€HALIMHI

boiiesHu noyek
MIEPCUCTHPYIONIAs KpEaTHHUHEMUS >2 MT/ I 1
TeMOINAITN3

TpaHCIUIaHTAlU A

ConuaHas onnyxojib

OITyXO0JIb B aHAMHE3¢C, 3a UCKITFOUCHUEM HECMCIIAHOMHOI'O paKa KOXHU 1

[To cymme GaiioB, MPUCBOSHHBIX KX IOMY ITOKA3aTEII0, OMPEIENSICTCs MPOTHOCTHYECKUI
BapuanT MDS-CI: au3kuii (0), mpomexytounsiii (1-2) u Beicokuit (>3 6amnon). [Tocnemyromee
IPUMEHEHHE HHAEKCa KOMOPOMIHOCTH IMO3BOJISIET CTPATU(UIMPOBATh MALMEHTOB M3 TPYIIIBI
HU3KOTO M MTPOMEKYTOUYHOTO PHCKA (HO HE BBICOKOTO M OYEHB BBICOKOTO) Ha TPYMIIBI C Pa3HOM

BBDKMBAEMOCThI0. [Ipy mpouyMx paBHBIX YCIOBMSIX BbIcOKOe 3HaueHMe uHaekca MDS-CI kak
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YBEIUYMBAET PUCK CMEPTH OT MPHUYMH, HE CBsA3aHHBIX ¢ TpaHchopmarueit B OJI (HR 2,46; p

<0,001), Tak u ymensiaet nokazatenu OB B nenom (HR 2,09; p <0,001).

Ipuaoxenue I'4. lllkana kKoMOPOMIHOCTH I MANMEHTOB, KOTOPbHIM
IVIAHUPYETCH TPAHCIUIAHTAIMS AJIJIOTEHHBIX TeMONO3THYECKUX CTBOJIOBBIX

KJIETOK

VY manueHToB, KOTOPBIM IJIAHUPYETCS TPAHCIUIAHTALIUSI T€MOTIO3THUYECKHX CTBOJIOBBIX
kietok (TpaHcmiaHTalus KOCTHOTO MO3ra), HEOOX0IMMO OIICHUBATh KOMOPOUIHOCTD MAIUEHTA
o uuaekcy komopouaHoctu TKM (HCT-CI) [105].
OpurunaipHoe Ha3Banue: Hematopoietic cell transplantation comorbidity index
Twum: mxana oneHKn
Hasnauenue: KiIMHUYECKas OLIEHKa KOMOPOUIHOCTH
ConeprxaHne 1 HHTEpIPETALMS:
HIkana KoMOPOMIHOCTH /Ui NANUEHTOB, KOTOPHIM IIAHMPYETCH TPAHCIUIAHTALMS

reMoNno3THYECKHUX CTBOJIOBBIX KJIeToK (TpancmianTaunus koctHoro mosra) (HSC-CI) [105]

KomopOuanocTh Basbl

ITaTonorust cepaevyHO-cOCYIMCTON CHCTEMBI
MepuaTenbHas apUTMUs WM TPENeTaHue, CHHIPOM CJIa00CTH CHHYCOBOTO Y31 1
HJIN KECJIYTOYKOBBIC apUTMHUU
UBC, 3acroitHas cepaeyHas HEA0CTaTOYHOCTh, HHPapKT Muokapaa uin @B <50%: 1

HOpOKI/I cepala 3a UCKIIFOUCHUCM IIPOJIaliCa MUTPAJIbHOI'O KilallaHa 3

IlaToJiorusi ABIXaTEeJAbHOMH CHCTEMBI
O6beM (opcupoBaHHOTO BIIOXA 32 TIEPBYIO CEKYHAY <65% WiH OfpIIIKa B TTIOKOE
WM TOTPEOHOCTh B KMCIOPOAHON MOAAEPIKKE 3
O6Bem hopcrpoBaHHOTO BBIIOXA 32 MEPBYIO ceKyHILy 66—80% miun ofpliika npu

HEOOJIBINION (PU3MUECKON HATPY3KE 2

IMatoaorns KKT
XPOHUYECKH renaThT, moBblIeHne ounupyouna o 1,5 nopm nmm AJIT/ACT no
2,5 HOpM
Huppo3 neuenu, ounnpyoun >1,5 Hopm unu AJIT/ACT >2,5 Hopm

N P W

bonesnb KpoHa v S3BeHHBIN KOJUT

A3Be1 XKKT, Tpebytomume neyeHus

IIaTosiorusi Mo4YeBbIAEINUTENbHON CHCTEMbI

Kpeatnnun 6omnee 200 MKMOJITB/JI, IMATA3 WITH TOYSHHBIA TPAHCIUIAHTAT 2
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IlaToJiorusi JHAOKPUHHON CHCTEMBI
CaxapHslii uadeT, TpeOyIONHi JIeueHUS HHCYJIMHOM HITH TIEPOPATbHBIMU
npenapaTtamu

UMT 6Gonee 35 kr/m?

IIaTonorus COeI(HHHTeJILHOﬁ TKaHHU
CucremHas KpacCHas BOJTYaHKa, peBMaTOHI[HI)IfI apTpuT, IIOJIMMUO3UT, 0oJ1e3HU

COEIMHUTENbHON TKaHU

HeBpoJiornyeckuii 1 ICUXMYECKUH CTATYC
TpaH3uTopHas HIIEMUYECcKas aTaka MM LepeOpoBacKysipHbIe "COOBITHS"
Jenpeccus uiy TpeBora, TpeOYOIUe IICUXUATPUICSCKON KOHCYIbTAIIMH UITH

JICYCHUA

HNudexnuoHHbIE 0CI0KHEHUSA

Wndexnnu, Tpedyromiye npoaobKeHus Tepanuu mocie 1as 0

OnyxoJieBble 3200/1eBaHNsI B AaHAMHe3€

Tepam/m COJIMIHBIX onyxoneﬁ B aHaAMHE3€, 34 HCKIIIOUYCHHNEM HEC MCJIIAHOMBI KOXKH
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