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Baiikos B.B.2

' OI'py HMMUILI remaronoruun Munszapasa Poccuu, r. Mocksa

2 ®I'BOY BO Poccuiickui HAIIMOHAJIBHBIN UCCIEA0BATEIbCKUA MEAUIMHCKUNA YHUBEPCUTET UM.
H.N. IIuporosa Mun3apasa Poccun, r. Mocksa

3I/IHCTI/ITyT JIETCKOW TeMaTOJIOTMH U TpaHciuianTosioruu uM. P.M. T'opb6auesoit ' BOY BITO
«IIepsbiit Cankr-IleTepOyprckuii rocyaapcTBEHHbIM MEIUIIMHCKUI YyHUBEepcUTeT uM. akazd. W.I1.
[TaBnoBa, 197022, r. Cankt-IletepOypr

*OI'BY «Poccuiickuit HAYYHO-HMCCIIEIOBATENbCKUI MHCTUTYT T€MATOJIOTUU M TPAHCHY3HOIOTHUN
OMFBA Poccun, 193024, r. Cankr-IlerepOypr

°I'BY MKHII, MOCKOBCKHii KIIHHHYECKHIA HayuyHbIH 1eHTp, uM. A.C.Jlorunosa /I3M, r. MockBa

*®I'BY PoccuiicKuii OHKOTOTHYCCKHi HayuHblli neHTp um. H.H. bioxuna Mwunsnpasa Poccun,
115478, r. Mocksa, Poccus;

'O61aCTHON TeMaTONOrHIeCKHil ueHTp CBepIIoBCKON 00J1aCTHOM KJIMHUYECKOW OonbHUIBI Nel,
620102, r. Exatepun0ypr, Poccus;

8 I'by3 HO Hwuxeropoackas obnacthas kinHudeckas 6onpauna uM. H.A. Cemamiko, r. Hikaui
Hosropona, Poccus;

*IBOY BIIO «PocToBckuit rOCyAapCTBEHHBIM MEIMLIMHCKUN YHHUBepcHTeT» Munsnapasa Poccun,
344022, r. PoctoB-Ha-/{ony, Poccus

Pexomennamuu yreepxaens! Ha IV Konrpecce rematosnoros Poccun, anpens 2018
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BBenenue

Muenonucmnactuyeckue cuHapoMsl (M/IC) mpencraBisitoT co00i TeTEepOreHHYIO TPYIITY
KJIOHAJIBHBIX 3a00J€BaHUN CHCTEMBbl KPOBH, XapaKTEPU3YIOIIUXCA LUTONEHUEH, IMpHU3HAKAMU
JMCMHUEIIONI093a M BBICOKUM PUCKOM TpaHC(hOpMaIluu B OCTpble MUeNTouaHbIe Jeiko3sl (OMJI). B
EBpone u CIIIA 3a6o0sieBaeMOCTh B 0OIIIEH TOMYJISIUKA COCTaBlsieT okoio 4--5 cimyyaeB Ha 100 Thic.
Hacenenus B roJ. Ilocie 60 ner yacrota yBenmuuuBaercs 10 20--50 ciayqaeB nHa 100 ThIC. yenoBek B
roj. B nenom B EBporie exeronHo AMarHOCTUPYIOT MPUMEPHO 25 THIC. HOBBIX CIy4aeB. Y YHTHIBAs
HEYKJIIOHHOE «cTapeHue» HaceneHusi EBpombl, monararoor, yto uuciao OonbHbix MJIC Oynmer B
Onvkaillye AecATUIeTHs JIMIIb BO3pacTaTh. JTHU JaHHBIE CBUIECTENBCTBYIOT 0 ToMm, uto MJIC
MOJKET CTaTh OJJHOM U3 aKTyaJIbHBIX MPOOJIEM JUIsl TEMATOJIOTOB U Bpauel Ipyrux ClenuanbHOCTEH.
K coxaneHuro, CTaTUCTHMYECKMX MJAaHHBIX O 3abojeBaeMocTH M pacrpoctpaneHHoctn MJIC B
Poccun ner.

Paznuunii B 3a6oneBaemoct MJ/IC B 3aBUCHMOCTH OT 3THUYECKOW MPUHAMIEIKHOCTU HE
cymectByer. OpHako, B cTpaHax A3WM 1O CpPaBHEHHIO C eBporelickoi mnomymsauuert MJIC
3a0osieBaloT B 0Oojiee paHHEM BO3pacTe, 4Yallle BCTPEYAIOTCS BapUaHTbl C THIIOIUIA3HEH
KpoBeTBopeHUs. Cpean aHOMaluii KapHOTHUIA PEXKE BBIABISIOT W30JIMPOBAHHYIO JEJCHHI0 50 U
qaiie — TPUCOMUIO XPOMOCOMBI 8.

VYuursiBas, uto TteueHne MJIC MoxkeT BapbUpOBaTh OT HMHJIOJETHOTO 10 arpecCUBHOIO,
ObIcTpO puUBOALIEMY K TpaHcGopmaru B OMJI, npuHATHE KIMHUYECKUX PELIeHUH, Kacatoluecs
CPOKOB Hayajia ¥ BBIOOpa METOJIOB JICUEHUS, SIBJIIETCS IOCTaTOYHO CIIOKHBIM. KpoMme Toro, MHOrHE
PEKOMEH/IAlMM OTHOCHUTENBHO S(PGEKTUBHOCTH TE€X WM HMHBIX TEParneBTUYECKUX BO3ACUCTBHUMA
4acTO OCHOBaHbl Ha Pe3yJibTaTaX HEKOHTPOIUPYEMBIX KIMHUYECKHX HCCIEIOBAHUN, KOTOpHIE HE
o0ecneunBaroT 10CTATOYHYIO JOKa3aTeNbHYIO 0a3y B MOAJIEPKKY TOTO MJIM MHOTO MO/IX0/1a.

B nocnennue roxmel OblIM  pa3zpaboTaHbl pekoMeHaauuu EBpomelickoro obuiecTsa
LeukemiaNet o BBIOOpY CTaHIAPTHBIX AMATHOCTUYECKHX MTPOLIEAYP U TEPANIEBTHYECKUX TTOIXOI0B
JUTsL B3pocCibIX OonbHBIX nepBUYHBIM MJIC. AHanornyHas nporpamMma HpeiokKeHa U PerysspHO

obHoBseTcs HanmonansHo#M oHKkogorudeckoii ciyx6oii CIIIA (NCCN).
Pazgen 1. MeToabl AMATHOCTHKH

B ocHOBy mpeAcTaBieHHBIX B JAaHHOM MCTOYHUKE POCCHICKHX  KIMHUYECKHX
peKOMEHJaMii  ObUTH  TIOJIOKEHBI  MEXIyHapOaHbIE CTaHAAPTHI, OMNBIT W KIMHUYECKUE
ucciaeno0Banus PeaepaabHbIX U PErHOHAIBHBIX TEMATOJIOTMYECKUX EHTPOB PD mo nuarHocTuke u
neuennio MJIC. Bce pexomenganuu, 3a HCKIIIOYeHHEM OTAelbHO oTMedeHHbIXx [C, D], HocsT

Ypoeenb dokazamenbHocmu He MeHee 2A.



11. Muddepenunanbuas guarioctuxka MJIC

Benymumu cumnromamu MJIC  BIsIOTCA LIMTONEHUHM, KOTOpBIE IHArHOCTUPYIOT IpU
CTOMKOM CHMXCHHUH T'eMaTOJOIMUYSCKUX IMOKa3aTesei HUXKe MoporoBeix 3HaueHuit: Hb menee 110
r/1; abconmoTHOE yKnciio HelTpoduaoB (AUYH) menee 1,8 X 10°%/1 w/unn TpomboruToB meHee 100 x
10%/n. Bce AMarHOCTHYECKHE TPOLEAYPhl HAPABICHBI HA MCKIIOYEHHE PEAKTHBHBIX LUTOICHHUIT
WIA JIpYTMX KIOHAJIBbHBIX 3a0oyieBaHMI KpoBeTBOpHOW cuctembl. Ilpu nuddepenuumansHon
JMarHOCTUKE HEOOXOIMMO YYUTHIBATh AaHAMHECTHUECKUE JAHHBIE O BO3MOXKHOM MPEIIIECTBYIOMIECH
XUMHOTEpanuu, OOJIy4eHUH, UMMYHOTEpaluM, JICYEHUHM IpenapaTaMHd paJHOaKTHBHOIo MHoja,
npoeCCHOHATIBHBIX BPEJHOCTSX, CBA3AHHBIMU C BO3AECHCTBHEM BPEIHBIX BEIIECTB (0COOEHHO
OeH301a), TOTPEOJICHUN AalKOTOJIsl, KYpPEeHHH, CKIOHHOCTH K CIOHTaHHBIM KPOBOTCUCHUSM U
uH(peKuUsIM. Y MoJI0/IbIX OOJIbHBIX HEOOXOAMMO MPUHATH BO BHUMAHUE COCTOSIHMS, YKA3bIBAIOIINE
Ha HAacJeJICTBEHHblE HAapYIICHUs TIeMOoIo33a, Takue Kak aHemus PaHKOHM U 3abojeBaHUsA
CBSI3aHHBIE C HapyIIEHUEM JJIUHBI TeJIoMep (HACIeICTBEHHbIM AUCKepaTo3, alylacTuYecKas aHeMus
u ap.). s moxuibix OONBHBIX HEOOXOAWMO HCKIIOYUTH BTOPHUYHBIA XapaKTep W3MEHEHHH, B
NEPBYIO OYEPEIb ACCOLMMPOBAHHBIN COMIHBIMU OITYXOJISIMH.

Jlucruiasusi poOCTKOB MMEJION033a HEKJIOHAJIBHOIO XapakTepa MOXKET ObITh 00ycCIOBJIEHA
LEJIBIM CIIEKTPOM THOJIOTHYEeCKUX (akTOpoB. Tak, AM33PUTPONO033 MOXKET HAOII0AaThCS MPH:

-- Biy/bonataepuuUTHBIX aHEMUSX; BPOXKIECHHON TU33PUTPONIOITHUECKON aHEMUH;

-- AyTOMMMYHHBIX F€MOJUTHUECKUX aHEMMUSIX;

-- TapOKCHU3MaJIbHON HOYHOM reMOTJI00MHYpUH;

--  QJIKOTOJIbHOW MHTOKCHKAIIH;

-- BupycHbIX uHpekusx (renatuthl B u C, BUY, OBB, napsosupyc B19);

-- UH(EKINOHHBIX 3a00J1eBaHMIX (MIJIMAPHBIN TYOEpKyJe3, MalIIpus, JIEHIIIMAHUO3)

-- OTpaBJEHUU OEH3MHOM, CBUHIIOM M JPYTUMH TSKEJIbIMU MeTalIaMH;

-- Kak MPOSIBJICHHUE NTapPAHEOIUIACTUYECKON PEAKIIMH, B TOM YUCIIE ITPU BOBJIECYEHUH KOCTHOTO

Mo3ra pu JuMQomax/IenKo3ax;

-- ayTOMMMYHHBIX 3a00JIeBaHUAX (CHCTEMHAs KpacHas BOTYaHKA, ayTOMMMYHHBII

TUPEOUJINT);

-- nedunuTe Menu 1/MiM U30bITOYHOM MTOCTYIICHUH [IUHKA C MTUILEH.
JlucrpanyJ/iono33 MoxxeT HaOIIoAaThCs:

-- TIpU KUCIOJIb30BaHUU JieKkapcTBeHHBIX mpenapaTos (I'-KCd, ummyHoaenpeccaHTsl);

-- 1pu BUpYycHBIX HH(pekuusax (BUY, IbB);

-- Kak MPOSIBIICHUE NTaPAHEOIUIACTUYECKON PEAKINY;

-- IIOCJI€ XUMHUOTEPpAIIUU B IICPHUOA BOCCTAHOBJICHUA KOCTHOI'O MO3Ta.



JlncMerakapuonMTON033 MOXET HaOIIOAaThCS .
-- npu BUY-undexnumy;
-- peaKTHBHOM/IapaHEeOIUIaCTHUECKOM Muenopuodpose;
-- IIpU TPAHCIUIAHTAIIMH KOCTHOT'O MO3Ta U MOCJIE IPOBEACHHON XUMHOTEPAITHH.
CnexTp 7a0OpaTOPHBIX  HCCICNOBAHUM, KOTOPBII MOXET HCIHONb30BaThbCs  JUIs

oOcienoBanus OOIBHBIX B Mporecce MU PepeHInanbHON JUATHOCTUKH, U3JI0KEH B Tad. 1.

TaGHI/ILIa 1. Hepeqeﬂb J'IaﬁOpaToprIX TECTOB, KOTOPbI€ PEKOMEHAYETCH BBLIIIOJJHUTDL HA 3Talle

nupPepenumnanbuoit nuarnoctuku MIAC

Kareropus uccienoBanus [Tepeuenb HEOOXOAUMBIX TECTOB

I'emaTonoruueckue [TonHBINA KIMHUYECKUIT aHAJIM3 KPOBHU C OACYETOM TPOMOOLIUTOB,
SPUTPOLMTOB, PETUKYJIOUTOB, JIeHKOUTapHOH GopMyIbl 1
OIIPEJEIIEHUEM SPUTPOLUTAPHBIX UHIECKCOB

Mopdonorndeckast XapaKTepUCTHKA JISHKOILIMTOB, TPOMOOLIUTOB,
9PUTPOLIUTOB

ChIBOPOTOYHOE KEJe30

MOHHUTOPHHT aHEMHHU OOl111as 1 TaTeHTHAs JKEJIE30CBA3BIBAIOIIAS CIOCOOHOCTh
CBIBOPOTKH

DeppUTHH CHIBOPOTKH

C-peakTuBHBIH 6€I0K

Haceplmmenue tpancheppuHa xeae3oM

DPpUTPONIOITUH

Conepxanne Gonatos, Bi, B CBIBOPOTKE U SIPUTPOIIUTAX

OO61as 6HOXUMHS OO6uwmii 6emok, anbOyMuH

JIar

Bummpyoun, AJIT, ACT, 1D

MoueBas kucioTa

Kpeatnnun, MmoueBrHa

DNEeKTPOSTUTHI

Mens B CBIBOPOTKE KPOBH

AwntuTena k ¢paxropy Kactia u napuetaibHbIM KIIETKAM JKelyIKa

ITpsimas npo6a Kymb6ea
IemonuTHYecKUe TPOOBI lanroriao6un

DnexTpodope3 reMorno0nHOB
Onpenenenue kiona [THI

OnekTpodopes OSIKOB CHIBOPOTKU

VIMMyHOXUMHYECKHH aHAIIN3 B2-mukporno0ynuH
FopmoHaneHbIi cTaTyc l'opMonsb! muroBuiHOM kene3wl, TTI, anturena
Bupyconorugeckue BUY

Lluromeranosupyc, EBV, BIIT" 1-2
[MapBoBupyc B19

I'ematuter B u C
Hpyroe
Crierudrryeckue reHeTUIEeCKUE TECTHI IIPU TTOA03PCHUH Ha
BPOXKJICHHBIC THUIIOIUIA3UU KPOBETBOPCHUS (MYTALlUU TCHOB
ELANE, WAS, SBDS u np.)




[Tocne momHOTO TEpaneBTHUECKOTO 00CIeI0BaHUS OOIBHOTO, UCKITIOUMBIIETO «BTOPUYHBII
XapakTep LUTONEHHH, HEOOXOAMMO TPOBEJICHHE TIeMaTOJIOTHYECKOro OOCIIeIOBaHUsA, KOTOpPOE
BKJIIOYAET B ceOs:

-- Mopdostoruueckoe uccieaoBanne nepudepudeckoil KpoBU M KOCTHOTO MO3ra JUis

OLIEHKH aHOMAJIUH KJIETOK NMepr(epruuecKoil KpOBH U KIETOK MPEAIIECTBEHHUKOB,

-- TPENaHOOMOICHIO KOCTHOTO MO3Ta;

-- IIUTOT€HETHYECKOE MCCIICAOBAHNE JUIS BBISBICHUS XPOMOCOMHBIX aHOMAJIHUH.

[Tepsuunoe moarsepkaenue MJIC nenecooOpa3HO NMPOBOAUTH B CIIEHHAIM3MPOBAHHBIX
reMaTOJIOTHYECKUX IeHTpax (oraeneHusix). [y amekBaTHON BepuU(HKALUMK JUArHO33a U OLICHKH
JUHAMUKA TeYeHHUs OO0JIe3HW TpeOYIOTCS TOBTOPHBIE HCCIEIOBAHUS KOCTHOTO MO3ra uepes
HECKOJIBKO HEJIeNb, MECSIIEB WU JIAXKe JIET.

B cnyuae ecnm aucrutasus mpUCYTCTBYET B KOCTHOM MO3TE JIMIIb B OJHOM M3 POCTKOB
KpoBeTBOpeHHst MeHee, yeM B 10% KIeTOK, HET yBEIMYCHHS KOJIWYEeCTBAa OJACTHBIX KIIETOK B
nepuepuyeckoil KPOBU WIIM KOCTHOM MO3T€, KOJIBLIEBBIE CHAEPOOJIACTHI COCTAaBIsIIOT MeHee 15%
OT DPUTPOUIHBIX TIPEIIICCTBEHHHUKOB W HE BBIIBICHO IIMTOTCHETHYECKHX AaHOMAJIHMH, TO JIO
OKOHUaTeNbHOW Bepudukauuu guarHoza MJIC peKOMEHIOBaHO BBIIOJHUTH OBTOPHOE
UCCIICIOBaHNE KOCTHOTO Mosra uepe3 1-3-6 mec., B 3aBHCHMOCTH OT JHHAMHKH KIMHUYECKUX
nposiBieHnii. Takwe NanueHThl, Kak NpaBWIO, UMEIOT yMEPEHHYI0 IUTONEHHI0, M OBICTpOe
nporpeccupoBaHue 3a0o0jieBaHMsI Y HUX MaloBeposTHO. J[marHo3 pedpakrepHoit anemuu (PA)
SBIISIETCS MPAaBOMOYHBIM, €clIM mocie 4 mec. HaOmoJeHUs He ObUIO JMarHOCTHPOBAHO Jroboe
JPyroe TreMaToJIOrHYecKOe MM HEereMaToJIOrHuecKoe 3a00eBaHue, KOTOpOe MOTIJIO ObI OOBSICHUTH
MOSIBIICHHUE [TUTOTICHHH.

bazoBeiMu MeTogamu nuarHoctuku MJIC sBISIOTCS UTONOTHYECKOE, TUCTOJIOIMYECKOe U
IIUTOI€HETUUECKOE HCCIE0BaHUsI KOCTHOro Mosra. IlporounHas mMTOMETpHs, CKPUHUHT
MOJICKYJISIPHBIX HApyIMICHHH C WCIOJb30BAHUEM IMUPOKOTEHOMHBIX TEXHOJIOTHH W MacCOBOTO
NapajieIbHOTO TEHOTHITMPOBAHUS B HACTOSINEE BPEMsi HOCAT HMCCIEIOBATEIBCKUI XapakTep U
UCTONB3YIOTCSI B OCHOBHOM B Hay4HbIX paborax. Buasl wucciaenoBaHuif, MX 3HaueHHE B

JUarHoCTHUKEC MI[C U CTEIEHb 00OCHOBAHHOCTH PCKOMCHIAlNU IMTPUBCICHLI B Ta0JI1. 2.

Tabmuna 2. Heo0xoaumble uccaeT10BaHus AJs OATBep:KAeHus: nuarnoza MJIC.

JlnarHoctudeckoe HeobxoauMocTh ux
HCCIIeIOBAaHUE 3HaueHue NPOBOJAUMBIX UCCIIEIOBAaHUI BBITIOJTHEHUS

Masox Ornenka MOp(OJIOTHH KIETOK EPUPEPUICCKON KPOBH; O0s13aTeIBHO

nepudepruyecKon

Kpg Bg) p IToacueT KomM4yecTBa OIACTHBIX KIECTOK




Acmmpat xoctHOTO | OLeHKa KJIETOYHOTO COCTaBa M KJIETOYHOCTH KOCTHOTO MO3ra OBs3aTCIbHO
Mo3ra OmeHKa JUCIUTA3UH B KIIETKaX TPaHYIONUTAPHOTO, S3PUTPOUTHOTO U
METaKapHOIUTAPHOTO POCTKOB KPOBETBOPEHUS;
[Toacuer xonmyecTBa OIACTHBIX KIETOK;
IToxcuer xombIIEBEIX (HOPM CHAEPOOITACTOB
O1eHKa KJIETOYHOCTH KOCTHOTO MO3ra
Tpenanobuorncus OreHKa JUCIUIA3UH B KJIETKaX TPaHyJIOLUTAPHOTO, S3PUTPOUTHOTO U O0s3aTenbpHO
KOCTHOT'O MO3ra MerakapHoOIMTapHOTO POCTKOB KPOBETBOPEHHUSI;
XapaxkTepucTtuka pudpo3a;
Komuuecto CD34"-Kj1eTOK M XapakTep UX PacroyoKeHus;
. O0s13aTenpHO
IMurorenernyeckoe | OnpeneneHue 0COOCHHOCTEH KapHOTHIIA , B T.4. [UIS ONPEIEICHHS
HCCIIEeJOBaHNE TPYIIIBI pUCKa
@nroopecueHTHas | BrlsiBneHne onpeneneHHBIX XpOMOCOMHBIX aHOMANHIi B PexomennarensHoO
rubpuanzanys in uHTep(ha3HBIX SAAPax NPU HEYCIEUIHOM CTaHIAPTHOM
situ (FISH) LUTOT€HETUYECKOM UCCIIEJOBAHUN UM HOPMAJILHOM KapUOTHIIE
PexoMeHnaTenpHO
MounekymsipHoe Onpenencuue Mytaimu B rene SF3B1
HCCIICIOBaHHE

1.2. luTosioruyecKkasi TUATHOCTHKA

B ocnoee ouaznocmuxu MJIC nexcum uccinedosanue mopghonozuueckux ocooennocmeii
K/1emoK nepugepuueckoil Kpoeu u KOCHIHO20 M0324.

TepmuHOMOTMYECKH IO AMCIUIa3uel (0T rped. ovs dys -- HapymeHue + mAdOw plaseo --
00pa3yro) MOHUMAIOT MOP(OJOTUUECKHE OTKJIOHEHUS] OT HOPMAIbHO PA3BUTHS, BBISBISIEMbIC Ha
BCEX YPOBHSX OT KJIETKM JI0 TKaHEH, OpraHoB M OTAENbHbIX yacTeil Tena. [log mucMuenomnoszom
MOJIpa3yMeBalOT JOObIE KOJMYECTBEHHBIC, KAUYECTBEHHbIE W KHWHETHYECKHE HapYIICHUSIMH,
KOTOpBIE OIPENESIIOTCS B NeMOMOITHYECKUX KIIETKaX W KPOBETBOPHOM TKAaHU KOCTHOIO MO3ra.
Takum o0pazoMm, AMCIIIA3UA-3TO JeDUHUIMSA OOILIero MopsjKa, a JWCMHUENION033 TEPMUH
OTMCHIBAIOLIUI TUCIUIA3UI0 CO CTOPOHBI CUCTEMBI KPOBETBOPEHUS.

B cootBercTBUM ¢ Tekymumu pekomenaanusmMu BO3 (2017) mpu olieHKe AWUCIUIA3HU
KPOBETBOPHBIX  KJIETOK  CIeAyeT  TpUIEpKuUBaThcs  psaa  obmux  mpaBuin.  [lpu
i hepeHIIMPOBAHHOM [0/ICYETE MUETIOKAPHUOIIMTOB B MHEJIOTpaMMe HEOOXOAUMO UCCIIEIOBATh HE
Menee 500 sapoconepxkamux KJIETOK KOCTHOIO MO3ra, IMpH TOJCYETE JICMKOLMTOB B
nepudepudeckoii kpoBu-He MeHee 200. Masku IS  OICHKH JAWCIUIA3UU  JIOJDKHBI  OBITH
MIPUTOTOBJIEHBI €X tempora, a mpu UCIOIB30BaHUU 00Pa3IIOB, COAEPIKAIIUX AHTUKOATYISHTBI, CPOK
UX XPaHEHHUs HE JOJDKEH NPEBBIIATh 2 4. Ma3ku pekoMeHAyeTcs OKpalluBaTh 1o mMetony Maii--
I'pronBanpaa wim PomanoBckoro--I'mmse.

JInarHoCTUYECKM 3HAYMMOW JMCIUIA3MEN CUYUTAETCs, KOrJga JO0Jisl KIETOK C MPU3HAKAMH

qucrutasuu npesbimaeT 10% ot 100 noacunTaHHBIX 3pUTpoKapuouuToB, 100 rpaHynonuTOB U HE
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Menee 30 MerakapuouToB. MOHOJMHEHHAs AUCIIA3US SPUTPOKAPHUOLIMTOB THUATHOCTUPYETCA
qamie, 4eM HEHUTpOPUIOB U MerakapuomnuToB, W BbisBIsieTcs npu PA u MJIC ¢ KonbleBbIMH
cuzgepobsactamu | mHeiHON muciuiasueit (MJIC-KC-JI/I). MynbpTrnuHeHas quciuiasus (B IByX
MHUEJTIOWIHBIX JUHUAX W Oosiee) Habmomaercs npu MJC ¢ mynprunuHerinon mucriasuend (MJIC-
MJI), KaK ¢ yBeIHYEHHEM KOJIMUYCCTBA KOJIBIEBBIX CHACPOOIacTOB, Tak U 0e3, a Tak e npu MJIC ¢

u30beiTkOoM OstactoB ( MJIC-UB).

Jlncnjiazus KJIeTOK YPUTOMIHOI0 Psijia

Haub6onee yacto mpu MJIC Habmo1a10TCsl MpU3HAKK TU33pUTponod3a. [IposBisercs nanHas
IIaTOJIOTHS, KaK IIPaBUJIO, HOPMOXPOMHON HOPMOLMTAPHOW WM HOPMOXPOMHOM MaKpOLMTAPHOMN
aHeMuei. Y OOJNBIIMHCTBA MAIIMEHTOB ONPENEISICTCS aHU30IMTO3 U aHU30XPOMHUSI S)pUTPOLIUTOB. B
KpallHE peIKHX cIay4dasX MOKeT HaONIoJaThCs MUKpOIUTapHas aHeMmus. J(u33puTpornoss
XapaKTepu3yeTcss u3MEHEHUEM MOP(hOJIOTUH SPUTPOIIMTOB, BKIIOYAs pa3HOOOpa3HbIe MPOSBICHUS
NOMKWIONUTO3a  (OBAJIOLMUTHI, IIW30LUTHI, CTOMATOLMTHI), TIOSBICHHE AaKAaHTOLUUTOB U
MUIIEHEBUIHBIX KJIETOK. B muTOmIazMe 3pUTPOIMTOB MOTYT OOHapy>KUBaThcs Tenbla JKoiuw,
konbila Kebota, 6azodunbHas MyHKTAUs U CHIEPO3HBIE TpaHyibl. B KpoBU MOTryT ompenenarbes
HOpMOOnacTel. KomudyecTBO peTHUKYIOUTOB pasHooOpa3Hoe. PeTukynonuTo3 MOXeT ObITh
00yCIIOBJIEH TeMOJIM30M Je(QEKTHBIX SPUTPOLMTOB WM HAJIWYUEM HaTOJIOrMYecKod (pakuuu
JUIUTETBHO KUBYLIUX KIIETOK.

MopdonoruueckumMu MpOSBICHUAMU AM33PUTPOIIO33a B acHUpaTe KOCTHOIO Mo3ra
SBIISIIOTCSI SPUTPOKAPHOLIMTHI ¢ MEranoOJacTOMIHBIMUA YepPTaMH, JBYXSJEpHbIE M MHOTOSJIEPHbIE
GopMBI, a TaK)Ke IPUTPOKAPUOLMTHI C HENpPaBWIbHON (opmoil wim ¢parMeHTanueil supa, c
0a30(QWIbHBIMM  BKJIIOYEHUSMM W BaKyoJIM3allUed IUTOIIa3Mbl, JUCCOLMALUMEN  MEXAy
CO3peBaHMeM sijpa U nuromiaazMbel. OCOOEHHOCTBIO spa B Meranodiactax sBISETCS XapaKTepHas
KOHJIEHCAllUd XpOMaTHHA, KOTOPbI pacmojiaraercs IJbIOKaMM HENpaBHIBHOW (QOpMBI U
yTpauMBaeT paJuajibHOE PACHOJIOKEHHE. OPUTPOKAPUOIMUTHl MOTYT OBITh  COEIMHEHBI
MEXbIJIEPHBIMU MOCTHKAaMHU BCIIEJICTBHE HapyLIEHUs MHUTOTHYecKoro uukia. CymmapHoe
KOJINYECTBO JPUTPOKAPHOLUTOB B KOCTHOM MO3I€ BapbUPYET: OT 3HAUUTEIBHOIO YTHETEHHS
APUTPOI0I3a (KApTHHA MapLUaTbHON KPaCHOKIETOUHOM aria3uu) /10 ero pacimpenus 6omnee 50% .

OneHka Ma3KOB acrypaTa KOCTHOI'O MO3Ta 00s3aTeNbHO JI0JIKHA BKJIKOYATh OKpPAacKy Ha
xene3o mno Ileprcy nisi BBISABIIEHUS KOJBIEBBIX cujepoOsiactoB. K mAaHHBIM KieTKamM OTHOCST
DPUTPOKAPUOLIUTEI ¢ 5 u  Oojee  NEpUHYKIEApHO  PACIONOKEHHBIMU  TpaHylaMu
MHTOXOH/IPHAEHOTO JKe/e3a, KOTOPHIE OXBATHIBAIOT HE MEHee /3 OKPYKHOCTH siapa. B KOCTHOM
Mo3re O0JBHBIX pedpakTepHOl aHeMuel ¢ koibleBbiMU cuaepodnactamu (PAKC) onpenensitores

MPU3HAKU THIEPIUIa3uH KIETOK dpUTpodIacTruueckoro psja. [lpusHaku qucmiia3uu nposiBIsSIOTCS B
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BUJE JOJBYATOCTH sifiep U MeraioOmacrounHoctH. ConepikaHue KIETOK TPaHyJIOLUTapHOTO U
MErakapuoIMTapHOro psija C MNpU3HAKaMH Jauciuiazuu He mnpebimaer 10%. [uarHoctuuecku
3HaYUMBIM JUIs yctaHoBieHus: auarnoza PAKC sBnsercs oOnapyxkenue Oonee 15% KoIbIEeBBIX
cuzaepoOiactoB. Hepenko B KOCTHOM MO3re MOKHO YBUJIETh 3HAUUTEIBHOE KOJIMYECTBO MaKpodaros,
HArpy»keHHbIX TeMOocHIepUuHOM. B mnepudepuyeckoil KpoBH MOTYT ONpPEAENSATHCS MOMYJISILUH
THIIOXPOMHBIX ~ JPUTPOUIHBIX  SAPOCOJACPKAIIMX  KJIETOK C  NpU3HAaKaMu  J1e(eKTHOM
reMOorIO0MHU3AUHT IUTOIIA3MBI.

Konbuesbie cuaepoOnacTel MOTYT ONPEAETSATHCS B PA3HOM KOJMYECTBE W IPH JIPYTUX
Bapuantax M/IC, nanpumep, npu PLIMJI, PAUDB n naxe mpu 3710Kka4eCTBEHHBIX HOBOOOPA30BaHUSAX
HEreMOII03TUYECKOHN MPHUPO/JIbl, AIJIACTUYECKON U METano0JacTHhIX aHEMUSX, OJJHAKO, 3TO HE UMEET

KIIMHUYCCKOI'O 3HAa4YCHUA.

JiMcniasus KJIeTOK IPAHYJOIUTAPHOI0 psijia

JlucriacTiaeckue M3MEHEHUsT HEeUTpO(HUIOB MOTYT HAOMIOMAThCAd Kak B KIETKax
nepudepruIecKoil KpOBHU, TaK KOCTHOTO MO3Ta. B IyHKTaTe KOCTHOTO MO3ra MPU3HAKH TUCIUIIa3UU
HEUTPO(DUIIOB BhIpaKEHBI 0OJIEE OTYETIHMBO, IOCKOJIBKY B Nepu(epHuecKord KPOBH MOXKET OBbITh
3HAYMTENIbHAS HEUTPOIICHHUS U HE BCET/la MPUCYTCTBYIOT HE3PEJIbIe KIETKH IPaHyIOIUTAPHOTO PsJia.

JIucrpaHynono33 MOXKET MPOSBIATHECS B BUJIEC CHUKCHHS a3ypo(UIHLHOW 3EPHHCTOCTH B
[IUTOIUIa3ME HEUTPO(HMIIOB BIUIOTH IO TOJHOTO €€ HWCYe3HOBeHHsA. Hepeako oOHapyxuBaercs
TUIMOCErMeHTaluA sijipa (TiceBaonenbreposckas anomanus). [lensrepouansie Gopmbl HeHTpodUIOB
vacTo BbIBISIOTCS Y OombHBIX MJIC ¢ del(17p). Pexxe BcTpewaeTcss THIlEpCerMEHTANUs sapa
rpanyionuTa (6osnee 5 cermeHToB). [IposiBneHneM TUCTPaHYIOIUTONOI3a MOKET OBITh YBEJTMUEHUE
MOJIOJIBIX TPAHYJIOIUTAPHBIX (HOPM, YTO yKa3biBaeT Ha HEIDHEKTUBHOCTH TPaHYIOIMTOIO033a IIPU
HelTponeHnn. Takke MOXKeT HaOM0AaThCs o0lee CHUKEHUE KOJIMYECTBA BCEX IPAHYIOIUTAPHBIX
HJIEMEHTOB.

B penkux ciydasx OOHapyKWUBAeTCs YBEIWYCHHE KOJIUYECTBA J03WHO(DHIIOB, KOTOpPHIE
MOTYT UMETh MPU3HAKHU JUCIUTA3UH (TUIIOIOOYIISIIHNS Sapa, THIOTPAHYIISAINS ) Wi 0a30(HIoB.

depMeHTaTUBHBIE HAPYIIEHUS TPAHYJIOIMTOB MPOSIBISIOTCS B BHUJIE CHIDKEHUS AKTUBHOCTH
MHEJIONEPOKCHIA3bl, KOHIIEHTPAIUY JUITUIOB, IETOYHOM U KUcioi ¢ocdaras, ximoparerarscrepassl.
OYHKIMOHATBHBIC HAPYIICHUS TPOSIBIIIOTCS CHIDKCHHEM (aronuTapHOH W aHTHOAKTEPHATBHOM
GyHKIMH HEUTPO(GIITOB. B 3peiibix MOHOITUTAaX BO3MOXHO TIOHIDKEHHE aKTHBHOCTH HECTICIM(DUICCKON

3CTEepasbl.

Jucniazus KJIeTOK MerakapmomuTAPHOro POCTKAa
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[uromornyeckne anomanuu TpomooruToB mpu MJIC BKITIOYAIOT UX aHU30LIUTO3, MTOSBICHHE
B TIepUPEpUIECKON KPOBU TUTAHTCKH (OpM U OOJIOMKOB SIEp METaKapHOIMTOB. Y BEIHUYCHHE
pa3sMepoB TPOMOOITUTOB MOXKET SIBUTHCS MPUYMHON JIOXKHOTO 3aHIKEHHS KOJIMYECTBA TPOMOOIIUTOB
Ipy TOJCYETE HAa I'eMaTOJOTMYEeCKOM aHalM3aTope, MO3TOMY B JieOroTe 3a00JieBaHUsT HEOOXOIMM
MOJICYET TPOMOOITUTOB B OKPANICHHBIX Ma3kax kpou mo Ponwo. Hapsmy ¢ mopdomornueckumu
AHOMAJIMSMHA MOTYT OBITh BBISBICHBI U (DYHKIIMOHAIGHBIC U3MEHEHHS TPOMOOIIMTOB, HAIpUMED,
HapYIIIEHUE UX arperaumu.

Jlucruia3usi MErakapuoIlMTOB B aclupaTe KOCTHOTO MO3Ta MOXKET BBIPaXKaThCs Kak
nosiBjiecHneM MUKpodopMm (MeHee 25 pum B AMaMETpe), TaKk M OOJBIIMX MOHOJOOYISAPHBIX H
TUTOJIOOYIISIPHBIX METaKapHOIMTOB, a TAaKXKe KICTOK C (PparMCHTHPOBAHHBIM sIpoM. Y psijia
OOJBHBIX BBISABIISICTCS TOBBIICHHOE KOJMYECTBO HE3pENbIX MerakapuonuToB. llurommasma
METaKapHOI[UTOB MOXET OBITh THIIOTPAHYIUPOBAHHON WIIM COJEP)KATh AHOMAIBHO KPYITHBIC
rpaHyJIbl.

KonmyecTBeHHBIE M3MEHEHHSI MPOSBISIOTCS YBEIMUCHHEM YHCIA METAKapHOIIUTOB WA UX
CHIDKCHUEM BIUIOTH JI0 MOJTHOTO OTCYTCTBUS. B psizie cilydaeB TMCMEraKapHOIMTONI033 KOPPEIUPYET
C IUTOTCHETHYCCKUMH aHOMausiMH. Harmpumep, OOJbIIME MOHOJIOOYJISIPHBIE MEraKapUOIUTHI

oOHapy>kuBaroTcs npu uzonuposanHoi del (5q).

Toacuer v onucanue 0JACTHBLIX KJIECTOK

IToncueT O1acTHBIX KJIETOK MMEET pellaroliee 3HaueHue 17 TouHoi kinaccudukanuu MJIC.
biiacTHBIE KIETKH UMEIOT BBICOKOE SCPHO-LUTOINIA3MAaTUYECKOE COOTHOILICHUE, TOHKUN SE€PHBIN
XpOMaTHH, YETKHE HYKJIEOJbl, LUTOMJIa3My C Oasoduiuell pa3nuuHoi creneHu. Moryt
MPUCYTCTBOBATh T'paHylbl WM Hanouku Ayspa. He3aBucuMo OT KosinuecTBa rpaHys, OJacTHBIE
AJIEMEHTHl  JIOJDKHBI  OBITh  KJIACCU(HMUMPOBAaHbl KaK TpaHYJISpHbIE MM  arpaHyJspHBIE.
KosudecTBeHHBIN MO/CYET MPOLEHTa OJIACTHBIX KJIETOK BO3MOXEH TONbKO (!) B HUTONOrHMYECKHX
npenaparax KOCTHOTO MO3ra (MHEIOrpaMma).

B coorBerctBum ¢ HOBOi knaccudukarmeit BO3 ot 2017 roma mojacuer OJacTHBIX KIETOK B
MYHKTaTe KOCTHOI'O MO3Ta HE 3aBUCHUT OT BEJIMYMHBI KPACHOTO PSJIA, T.€. MPOLEHT OJIACTHBIX KIETOK
HE HaJI0 IepeCcCUnTHIBaTh MPHU KpacHOM pocTke Oojee 50%. B pesynbraTe yacTh 60NBHBIX, KOTOPHIM
nocie mnepecyeTa OJACTHBIX KJIETOK B 3aBHCHUMOCTH OT ULIMPUHBI KPAacHOTO psijaa paHee
JTUAarHOCTHPOBATU Obl OCTPBI APUTPOONACTHBIA JIEWKO3, TPH HOBOM TMOJCYETe OYyIyT
ycranaBnuBath MJIC ¢ u30biTkoM OnactoB. T.o. uncno 6onbHbIXx MJIC —1b yBenuuures, 3a cuer
YMEHBIICHHUS YUCIIa OONBHBIX C OCTPBIM SPUTPOOTACTHBIM JIEHKO3OM.

Cnenyer OTMETHUTb, YTO OOHApYKEHUE IUCIUIACTMUYECKUX KJIETOK B acHMpare KOCTHOIO Mo3ra

MOXeET OBITh 3aTPyJHHUTENbHBIM IPU TUIMOIJIA3MM KOCTHOIO MO3ra WM Pa3BUTHH Muenopuodposza. Y
12



9TUX OOJIBHBIX, KaK MPABUIIO, TIPH ACIMPALMHA KOCTHOTO MO3ra IMPOMCXOAUT 3HAYUTEIbHOE pa3BeICHUE
Marepraia nepudepudeckoil Kpobto. [Ipu 3TOM B acnmuparax MerakapuoLUUThI HE ONPEACISIOTCS WK
UX KOJIMYECTBO HEJOCTATOYHO JJISl OLEHKH MPU3HAKOB AUCIUIa3UU. Takke y 3THUX MalUEHTOB MOKET
OBbITb 3HAUUTENIBHO PENYLMPOBAH SPUTPOUIHBIN POCTOK. B 3THX cilydasx OLEHKa JUCINIaCTHYECKUX

HPOSIBJICHUI MOYET IPOBOAUTHCS 110 JaHHBIM TpernaHnoouonTaTos (Tadu. 3).

Tabnuua 3. XapakTepucTHKa TUCIVIACTHYECKHX NMPOSIBJIEHMI B KiIeTKax nepudepuyeckoil KpoBH

H KOCTHOI'0O MO3ra

Knerounas nuuns

Tect OpurpounHas I'panynouurapHas MerakapuonurapHas
[epudepudeckas kpoBb | AHM30INTO3, MOWKWIONNTO3, | ['MmocermenTanms AHM301MTO3 TPOMOOIIHUTOB,
6azoduibHas MyHKTalus, TPaHyJIOLUTOB FHIHTH3M TPOMGOITOB
tenpia XKosm, Hannane (iceBmomenbrepoBCKast
HOpMOOJIaCTOB aHoOMauus),
THIOTPaHYJISIMs/arpaHy st
OHUTOILJIa3MBblI,
TUTICPCErMCHTAUA sApa,
HaJIn4ue OJaCTHBIX KIETOK
KoeTHLH MO3T MeranobmacTonaHbIe I'mnocermenTanus sapa MuKpohOpMBI
N3MEHEHHMS, IBYXbAACPHbIC U | (IICEBIONEIBIepOBCKas MEraKkapHOLHUTOB,
MHOTOsIEPHBIC (POPMEL, aHoManus), OoJbIIME THITOTIO0YIISIPHBIE
KapHOPEKCHC, THIIOTPAHYIISLIS/AarPaHy SIS | MerakapHOLKTL,
OUTOIINIa3MAaTHYCCKHEC OUTOIIJIa3MBblI,

BKJIFOUCHUS, MEXKbsIJICPHbIC
MOCTHKH,
KOJIbIIEBbIE (OPMBI

THIIEPCErMEHTAIINS S/Ipa,
YBEJIMYCHHE KOJIMYCCTBA
OJIACTHBIX KJIETOK

METaKapHOIUTHI C
(bparmenranuei sapa,
MEIIKHE JBYXbsICpHbIE
MeTaKapHOIUTHI

cuaepobIacToB,
BaKyoOJiM3alus UTOILJIa3Mbl

1.3. TpenanoOuoNCcUst KOCTHOTO MO3ra

[Tpu guarHoctrke M/IC TpemaHOOMOINCHIO KOCTHOTO MO3ra Ha npoTsokeHnd oyt 30 et
TPaJMLMOHHO BBIMOJIHAIN B IEJAX ONPENENICHUs KIETOYHOCTH KPOBETBOPHOM TKaHU, BBISBICHMS
¢ubpo3a cTpomsl U rucToTonorpaduu, MOpQoIOrudeckoi XapakKTepUCTUKA MErakapHuOLIUTapHOTO
poctka. CoBpeMEHHasl IaTOJOTMYECKash AaHATOMUS pacUIMpuia BO3MOXHOCTU HCCIIEIOBAHMS
TPEMaHOOHONTAaTOB KOCTHOTO MO3ra, YTO OOYCIIOBJIEHO W3MEHEHHEM YCIOBUH JAeKalblIMHALUY,
U3TOTOBJICHMEM TOHKHX CpPE30B C OKpPAcCKON TI'eMaTOKCUJIMHOM U S03MHOM, JIOTIOJHUTEIbHBIMU
TUCTOXMMHYECKUMHU OKpackamH (1o ['omopu, ['mmse).

IIpy TUCTOIOTrMYECKOM HCCIEAO0BAaHUM TPEMAaHOOMONTATOB KOCTHOI'O MO3ra CYIIECTBYIOT
o0bekTUBHBIC TpyAHOCTH AuddepeHnmansHol quarHoctukd MJIC u BTOpHYHBIX (pPEaKTHBHBIX)

Muenoauciiazuii. B aToit cBs3u npu maromopdorornyeckoit auarsoctuke MJIC HenmpeMeHHBIM
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YCIIOBUEM SIBIISIETCSI COBMECTHOE OOCYKIEHHE C JIeYalllUMHU BpadyaMH KIMHHKO-TA0OPaTOPHBIX U
AHAMHECTHNYCCKHNX NJAHHBIX B HAaCTHOCTHU IO JJIUTCIBbHOCTHU ITUTOIICHHNHA.
B uemom gmarno3 MJIC ycraHaBauBaeT Ha OCHOBE CHHTE3a BCEH KIMHUKO-

,I[I/IarHOCTI/I‘leCKOfI HH(bOpMaHI/II/I Bpady-reMartoJior.

IIpn peakTHBHBIX MHETOAUCIIAZUAX C JUCIUIACTHYCCKUMHI U3MEHEHUI OJTHOTO MJIH JIBYX
POCTKOB, M3MEHEHHS CTPOMBI KOCTHOTO MO3Ta BBIPAKEHBI OOBIYHO B 3HAYUTEIHLHO OOJBIICH
crenienn, yeM npu MJIC. BBISBISIOT OTEK, MHUKpPOT€MOpparud, pEeTUKYJIUHOBBIN (Hhubpo3 (mpu
okpacke o ['omopu), MHOrZIA -- JKENATHHO3HYIO TpaHchopManu/aTpoduio (BU3yarH3anus
JAHHOTO BHUJA CTPOMAJIbHON JTUCTPOPUHU MPOBOAAT C IOMOIIBIO THCTOXUMUYECKOW OKpPACKU
ITBIIMAHOBEIM TOJIYOBIM). B CcTpoMe KOCTHOrO Mo3ra MOTYT ObITh OOHApyXeHbl Makpodaru c
npu3HakaMu (aronuro3a KIETOYHOro JeTpuTa, JuMmdouaHas HHOUIbTpanus, HeOosbLIMe
rpaHyjeMbl U3 Makpo(}aroB U TUCTHOLIUTOB.

[Tpu muddepenmmansHoit quarHoctuke MJIC Ha marepuane TpemaHoOMONTATOB KOCTHOTO
MO3ra B KaXJIOM cjy4ae JIOJDKHBI ObITh olleHeHbl: (1) kieTodHocTh; (2) COCTOSIHHE CTPOMBI C
OLICHKON peTHKYIUuHOBOro ¢Gubposa; (3) mpusHaku remocuaeposa u (4) muenomucmiazuu; (5)
JTaHHbIE MMMYHOTHCTOXMMHUYECKOI0 HcciieoBaHusl. Huke npeacraBieHbl 000CHOBaHUE KaXI0M U3
BBIIIETIEPEUNCIICHHBIX TTO3UIIHIA.

Kaeroynocts  KocTHOro  Mo3ra  (HOPMOKJIETOYHBIM,  THUIEPKJIETOYHBI WM
TUITOKJIETOYHBIA) OIIEHHBAIOT OTHOCUTENILHO BO3PAaCTHONH HOPMBI C Y4YE€TOM HEPaBHOMEPHOCTHU
pacripesie/ieHus] KpOBETBOPHOM TKaHM B cTapliedl BO3pacTHOW rpymme. [ 'MnepkiIeTo4HOCTb
KOCTHOTO MO3ra C pAcIIMPEHHEM OJHOrO WM HECKOJbKMX POCTKOB KPOBETBOPEHHUS
CBUJIETENILCTBYET O JAedUIUTE 3penbIX KIETOK COOTBETCTBYIOLIEH JIMHUU AUPPEpPEHLHUPOBKU B
KPOBU B TOM 4HCJIE NTPH HEI(PPEKTUBHOCTU reMOI033a MM OTPakaeT U30BITOYHBIE KOHIIEHTPALUU
pocToBbIX (akTopoB. IlpM TrumepkIeTouHOM KOCTHOM MO3re C pacUIMpeHHEeM OJHON Win
HECKOJIbKUX KJIETOUHBIX JIMHUI Muenonossa auddepeHnuanbHy0 TUarHOCTUKY MPOBOJIAT MEXKAY
JEWKEeMOUJIHBIMA  PEAKIHMSIMH,  aHEMHYECKUM  CHHIPOMOM,  MHUEIONPOIU(PEpaTHBHBIMH
3a00JeBaHUAMU -- B TIEPBYIO OdYepelb C TMEepBUYHBIM MHeI0huOpo3oM ¢ mnponudepanuei
IPaHyJIOIUTAPHOTO U MeraKapHoIUTapHOro pocTkos, BCR-ABL1" XpoHHYECKHM MHUENONEHKO30M,
3aboneBanusMu u3 rpynmnsl MJIC/MIIT3.

[Ipn u30MpOBAaHHBIX HHUTONEHUSX, HecBaA3aHHBIX ¢ MJIC, OOBIYHO mHpOCIEKUBACTCS
KOppensiusl C TUIepIula3ueld JaHHOM KJIETOYHOM JIMHUM B acmupaTax M TpemaHoOMomTarax
KOCTHOro Mo3ra. Tak, Nmpu aHEMHYECKOM CHHAPOME OTMEUYAETCSl PACUIMPEHUE 3PUTPOUIHOIO
POCTKa, MOTYT HAaOJIOAAThCs MPU3HAKY MENaro01acTouAHOCTH. [Ipn MMMyHHOM TPOMOOLIUTONIEHUH

MPOUCXOIUT PE3KOE yBEIWYEHHE YHCIIa METraKapHoLUTOB, KaK MPAaBHIIO, OHU HEOONBIIOT0 pa3mMepa
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c He3penod MopdoJoTHeH, TPH [UTOJIOTHYECKOM HCCICIOBAHUM C THUIEPTPAHYISIPHON
MUTOILIIA3MOMH.

l'unepxiieToyHocTs KocTHOro wmosra mnpu MJIC wame oOycioBiIeHa pacIIdpeHueM
SPUTPOUJIHOTO POCTKA, PEXKE TPaHYIOLUUTAPHOIO U MErakapuOLUTApHOro. [ HMNepKIeTOYHOCTh
KOCTHOT'O MO3ra ¢ OJHOMOMEHTHBIM pacIIMpPEHHEM JBYX POCTKOB MHUEJIONO33a XapaKTepHa JUis
Mopdosoruuecku «y3HaBaemoro» Bapuanta MJIC ¢ del(5q). IloBblieHHAs KIETOYHOCTD
KPOBETBOPHOW TKaHMW OOYCJIOBJIIEHA THUIEpIUIa3uell MErakapuOLUTApHOTO W TPaHyJIOLUTAPHOTO
pPOCTKOB ¢ mpeobOnagaHueM 3penbix (OopM, paclIUpeHHEeM S03UHOGUIBHON  MOMYJISIUH.
MerakapuonuThl UMEIOT XapaKTEpHBIM BHJl -- OHM CPEIHUX MU KPYIHBIX pPa3MEpPOB C MOHO- H
OWIOOYJISIpHBIMH ~ SIIPAMH, THIICPXPOMHEH sIep W IUIOTHOW DO3MHOMUIBLHOW IUTOILIIA3MOM.
[Ipeobnamanre B KOCTHOM MO3T'€ METaKapHOIIMTOB OMMCAHHOTO THUIIA CBUICTEIHCTBYET O HAJTHMUUHU
del(5q) -- kak H30JUPOBAHHON FEHETHUYECKOM MOJOMKH, JTHOO KaK YaCTH CIOKHOTO KapHOTHUIIA.

CnoxHoil jansi  rucTtonoruueckoil amarHoctuku —sBusercss MJIC ¢ KOJbIEBBIMU
cuaepodnacramu  (MJIC-KC), mpu KOTOpOH MOTYT OTCYTCTBOBaTh MPH3HAKU JUCIUIA3UH.
JuddepeHnnanbHyl0 AMATHOCTHKY MPOBOIAT C AHEMHUYECKHM CHHIPOMOM C pPacHIMPEHHEM
SPUTPOUIHOTO pOCTKa. JlMarHo3 ycTaHaBIMBAIOT HA OCHOBAHUU MOJICYETAa KOJIMYECTBA KOJBLIEBBIX
cuiepo0IacToB B MUEJIOTpaMMe C YIeTOM (MX JOJDKHO ObITh Oosee 15%).

[Tpu MJIC c u36siTkoM OnactoB (M/IC-UB) KocTHBIN MO3T MOKET OBITH HOPMO-, TUITO- WU
THIEPKICTOUYHBIM, C TpPHU3HAKAMU JePHUIMTAa CO3PEBAaHUS U «IEBOTO CIBUTa» (OMOJIOKCHHS)
IPaHyJIOLUTAPHOIO pocTKa, ¢ HamuuueM ALIP ( arunuuHo pacrmosnoXeHHble He3pelble
NPE/IIEeCTBeHHUKN- 3TO TPYMINbI KJIETOK C OJacTHOM Mopdoioruei rpaHyJolUTapHOro psaa --
MUEN00JIacThl, MPOMUETIOLUTHI IO 3--5 KIJIETOK, KJIacTephl, coAepxaline 0osiee 5 KIETOK, Jiexalne
B IICHTPAJIBHBIX OTNENax JIaKyH). [Ipu3HaKu AWM3IPHUTPOIO33a OOBIYHO JOCTATOYHO BBIPAXKEHBI.
MerakapuoOLMThI ¢ AUCIUIACTHYECKUMH U3MEHEHUSIMA MOTYT ObITh HEMHOTOUMCIIEHHBIMHU.

'unonna3ui0 KOCTHOTO MO3ra JMarHOCTUPYIOT B CHUTyallud, KOIJa KOJMYECTBO
KPOBETBOPHOW TKaHM B TpemaHoOHWomnTare KOCTHOro mo3ra Menee 20% BO3pacTHOW HOPMBEL.
HuddepeHunanbHyo AMATHOCTUKY B ATOW CUTYaIlMH MPOBOJST C aruiacTudeckoi anemuen (AA) u
runoriacTuyeckumu Bapuantamu OMJL. HeoOxoaumo oOpamiate oco6oe BHUMaHHE Ha JE(UIUT
(61oK) co3peBaHMsI TPaHYJOLUTAPHOTO POCTKA M TUCTOTONOTpaduio HE3peNbiX KIETOK (BHE 30H
aHI0CTa). «JIeBBIH CIABUT» TPAHYIOIUTAPHOTO POCTKA, CTENEHb AMCIUIA3MH BO BCEX POCTKaX
KPOBETBOpEHMsI, OoJiee 94acToe HaJIMYUEe METaKapHOIUTOB SBIISIOTCS NpPU3HAKAMH, B OOJbIIEH
CTETIEHU XapaKTepU3ylIuMH runomnactuyeckuii Bapuant MJC npu nuddepeHnmansHON
nuarHoctuke ¢ AA. Manoe KoJIM4ecTBO MErakapuoIMTOB HEOOIBIINX Pa3MEPOB C TUIIEPXPOMHBIMU
TUNOJO0YISPHBIMU AIpaMU B CiIydae JAJTUTEIbHON HUTONEHNN HE MO3BOJISIOT OJHO3HAYHO OTHECTH

TUCTOJIOTHYECKYIO KapTuHy K cyoctpatry MJIC. HeoOxomumo TpOBOAUTH OIEHKY CTETICHU
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peTUKYIMHOBOTO (hrdpo3a CTPOMBI KOCTHOTO Mo3ra. J[ims AA XapakTepHa «Ipo3pavHas» CTpoMa,
0e3 TMpHU3HAKOB pPETUKYJMHOBOTO WM KOJUIareHoBoro (gubpo3a, ¢ HalIW4YMeM KIETOK
reMOTIOATHYECKOW TKaHMW -- Makpodaros, macTouuToB (mpu okpacke mo ['mmse), TuMQPOUIHBIX
KJIETOK, 3peJbIX IJIa3MaTH4YEeCKUX KJIETOK. [l MCKIIoueHus runorjiacTuueckoro Bapuanta OMJI
HEO0OXOUMO MPOBEJCHHNE MMMYHOTHCTOXMMHUYECKOTO HccienoBanus ¢ antutesnom k CD34. Tlpu
AA oTMeuaeTcs pe3Koe CHUKEHHE WM MToJIHOE oTCyTcTBUE CD34-110510KUTENBHBIX KIETOK.

Hammuue ¢pudpo3a cTpoMbl KOCTHOTO MO3ra U CTENEHb PETUKYIMHOBOIO U KOJIJIAaT€HOBOTO
bubpo3sa onenusarot mo EBporneiickoii cucreme rpaganuu (2005 r.).

I[Ipu MJIC ¢ ¢ubpo3om, Kak NTpaBUIIO, YBEJIMYECHO KOJHMYECTBO KJIETOK C OJacTHOM
Mopdonorueir. Takue ciydam C yd4eTOM JaHHBIX MHEJIOTPAaMMBI B OOJBIIMHCTBE CIydacB
knaccupumupyrores B kareropun  MJIC-Ub. Ilpu ¢ubpo3e CTpoMbl KOCTHOTO MO3ra
PEKOMEHIyeTCsI TMPOBECTH HMMMYHOTHCTOXMMHUYECKOE wuccienoBanue c¢ antutenom k CD34
(BeistBiieHue ALIP). ®ubpo3 crpomsl xapakrepes it MJIC, HHIYITUPOBAHHOTO MPEAMICCTBYIOIICH
XUMUOTEPANMEN .

I'ucronornyeckyro oneHKy remocuaepo3a (MOpQoJOru4ecKoe MPOSIBICHUE «IIEPErpy3KU
JKEJIe30M») MPOBOJAT C MOMOIIBI0 THCTOXHUMHUYEcKOi okpacku mo Ilepncy. Jduddepennuanbuas
JMUArHOCTHKA BKJIIOYAeT HapylleHus oOMeHa jkene3a Npu UHEGEKUUSX Pa3IuYHON 3THUOJIOTHH,
cerncuce, reMojan3e, IEPBUYHOM U BTOPUYHBIM T'€MOXPOMATO3€, 3a00I€BaHUAX MEUEHH (TeTaTUThL,
LUPPO3), OTPABIEHUSIX COJIIMU METAJIJIOB U aHEMUSX XPOHUYECKOTO BOCHAJICHUS.

Mopdonornyeckue Nnpu3HAKH IAMCIUIA3UH POCTKOB MHEJI0II033a

[Tomumo UTOMOPGHONIOTUYECKUX MPU3HAKOB, CXOJIHBIX C TAKOBBIMHU IMPH IIMUTOJIOTHYECKOM
UCCJIEJOBAaHUM, B TPEMaHOOHONTaTe BO3MOXKHO U HEOOXOAMMO OLEHUTh apXUTEKTYpy KOCTHOIO
MO3ra -- THCTOTONOTpaui0 IeMOIMO3THUYECKUX POCTKOB. AHOMAJIMM PACHOJIOKEHUS POCTKOB B
KPOBETBOPHOM TKaHM SABISAIOTCA OAHMM U3 Beaymux mnpusHakoB MJIC. Atunmunas tomorpadus
MEraKkapuoIIUTApHOTO POCTKA SBIAETCS HanOolee YCTONYMBBIM THCTOJIOTHYECKHM MPU3HAKOM
qucruia3ud. Tak, B HOpME U MpH OOJBIIMHCTBE PEAKTUBHBIX COCTOSHUM IPAKTUYECKH He
BCTpeUaeTcs nmaparpadbeKyIsipHOe pacloioKeHUE 3JIEMEHTOB Merakapuonuronodsa. Mckimodenuem
SBIISIOTCS, TIOXKATYH, JUIIb ayTOMMMYHHBIE 3a00JIeBaHUS W TIEPUOJ BOCCTAHOBJICHHS KOCTHOTO
MoO3ra  ToOcjJe  TpPaHCIUIAHTAallMd  CTBOJNIOBBIX  remomodtuuecknx  kierok  (TI'CK).
[MonykoaMYecTBEHHOE ONpe/eeHHe TUCIIACTHYSCKH H3MEHEeHHBIX (opMm (Oomee 10% mpwu
npocMoTpe He MeHee 30 MerakapuoIMTOB), TapaTpabeKyIIPHOE PACTIONOKEHNE METaKapHUOIUTOB,
skcripeccuss  umu  CD34  gasitorcss  HamOosnee  HAAEKHBIMU — TPU3HAKAMHU  JUCILIA3UU
MerakapuonurapHoro poctka npu MJIC. AHoManbHOE pacHpelneieHHe SPUTPOKAPUOLIUTOB C
TEHACHIMEW K  mapaTpaOeKylsIpHOMY  pacHOJIOKEHHIO,  HallMyhe  HE3peNbIX  KJIETOK

IPaHyJIONUTAPHOTO POCTKA BHE 30H OSHAOCTa (B IIGHTPAIBHBIX OTAETAaX KOCTHO-MO3TOBBIX
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nosiocteit) Takke xapaktepHo st MJIC. TlomoOHbIe M3MEHEHUsT PEaKTUBHOTO XapakTepa MOTYT
HaOmonaTecss npu  ucnoib3oBaHuu [-KC® wim B ciydasx 3HAUUTEIbHOTO pPacIIMPEHUS
SPUTPOUTHOTO POCTKA MPU AHEMUUYECKOM CHHJIPOME.

HNmmyHorucroxumudeckue ucciaenopanus npu MC npoBoasaT Ha cpe3ax napaduHOBBIX
0JIOKOB TpernaHoOnonTaToB KOCTHOro Mo3ra. Antutena k CD34 npumeHsIoT A BU3yanu3auu U
MOJTYKOJIMYECTBEHHON OIICHKU KJIETOK C OmacTHOW Mopdoiorueil BHE 30H DHAOCTA; aHTHTENA K
CD61/CD42b nnsi  uaeHTUHUKALMM — KIETOK  MEraKapHOIMTApHOTO  POCTKA,  BBISBICHHS
MErakapuo0JacToB, METaKapuOIMTOB HEOOJNBIIUX pPa3MEPOB C THUIOJOOYJISPHBIMHU  SJIpaMH,
mukpodopm. IIpu UI'X-uccneoBaHNE MOXKHO BBISBHTH CHIDKeHHE skcrpeccun TdT', CD19" u
PAX5", uto xapakTtepro a1s MJIC; TpU3HAKM MOHOLIHUTAPHOH mU(p(EpPEHIHPOBKH TIPH IEBOM
CABUTE» TPaHYJOLUHUTAPHOTO POCTKA TpU IUPPEPCHIUATHLHON TUATHOCTHKE C XPOHHYSCKUM
MHEJIOMOHOIIUTAPHBIM Jieiiko3oM (XMMJI), 3a6oneBanuem u3 rpymmnst MJIC/MIT3.

Pekomennyemass mnanens antutren g Wl X-uccnemoBanuss mnpu nuddepeHmanbHOM
nuarHoctuke MJIC cnenyromas:

-- IpaHyJIOLUTAPHBINA POCTOK -- Muesonepokcuaasa (st M/IC xapakTepHO CHUXKEHHE

MHTECHCUBHOCTHU IKCIPECCUU MUEIONEPOKCUIA3bl U KOJMYECTBA MOJIOKUTENbHBIX KIETOK);

-- MOHOIMTapHEIH pocTok -- CD14, CD68 (PG-M1), CD163, ausorum;

-- SPUTPOUIHBIA POCTOK -- TeMoriiobuH, CD71, rmukodopun A wmu C;

-- MeTaKkapHoIUTapHbIi poctok -- CD61, CD42b, CD34;

He3peJbie KIeTKH ¢ OactHoit Mopdonorueii -- CD117/CD34 (B coueranuu ¢ CD71 mis

BU3YyalIU3alluU HE3PCIIbIX SPUTPOUIHBIX HpeI[IJ_IeCTBeHHI/IKOB).

1.4. IlnTorenernka

[{uToreHeTnueckuii aHainu3 MUrpaeT KIIOUEBYIO poib B Bepudpukanmm guaroza MJIC.
XpomocoMHbIe aHOManuu HaOmonattes y 50--60% OGonbHbIX. Hanbomnee 4acThIMH OJTUHOYHBIMH
abeppanusmu sistorest del(59), mornocomus 7 wim del (7q), Tpucomus 8 u del (20q).

LluToreHeTHyecKuid aHAJM3 acMHpPaTa KOCTHOTO MO3ra cjeAyeT NPOBOIHTH BCEM
nanuenTam ¢ nogo3pennem Ha MJIC. Ilo BO3MOXXHOCTH JOJDKHO OBITh MPOAHAIN3UPOBAHO HE
menee 20 metadas, KOTOpbIe JOJKHBI OBITH OMHCAHBI B COOTBETCTBUU C PEKOMCHIAIUSMH
MexayHapoIHOW CHCTEMBI IO IIMTOr€HETHYECKOW HOMeHKiatype demoBeka (An International
System for Human Cytogenetic Nomen-clature, ISCN). JIisi BbISBICHHS aHOMAIbHOTO KJIOHA
HEOOXOMMO OTIPENIeNIUTh, IO KpaliHel Mepe, B IBYX MeTadazax JOMOJTHUTEIBHBIE XPOMOCOMBI HITH
UX CTPYKTYpPHbIE HW3MCHEHHs, a morepto (yTpary) XpOMOCOMBI HE MeHee 4ueM B Tpex. llox
KOMIUICKCHBIMU aHOMAJIHMSIMH KapHUOTHIIA MMOHMMAIOT CIy4aW C TPeMs HIU OOJBIIUM YHCIOM

HE3aBUCHUMbIX I/I3MCH6HI/II\/'I, BBISAIBJICHHBIX HC MCHCC UCM B IBYX MeTaq)asax.
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B coorBerctBum ¢ kpurepusmu BO3 (2017) HekoTOphle aHOMAIHHM pPAacCMAaTPHBAIOT B
KauecTBe MpsMoro aokazatenbctBa MJIC, maxke B OTCYTCTBHE yOSAUTENBHBIX MOP(HOIOTUYSCKUX

npu3HaKkoB (Tadu. 4). DTH cilyyan BKIIOYEHBI B KATErOpHI0 «HekIaccuuuupyembie MIC».

Tabnuna 4. YacTo BeTpevawmmecsi XxpoMOCOMHbIE aHOMAJIMH, KOTOPbIE MOATBEPKIAI0T

auario3 MIC

AnoManus Yacrora BcTpeuaemocTH, %
-5 wu del(5q) 10-15
-7 wiu del(7q) 10
1(17q) wu t(17p) 2-3
del(12p) wim t(12p) 1-2
del(11q) 1-2
-13 un del(13q) 1-2
del(9q) 1
idic(X)(q13) 1
inv(3)(q21926.2) 1
t(6;9)(p23;034) 1
t(3;21)(g26.2;922.1) 1
t(1;3)(p36.3;021.2) 1
t(11;16)(g23;p13.3) 1
t(2;11)(p21;923) 1

B ciydae ecnu nipu cTaHAapTHOM IIUTOTEHETUYECKOM HCCIIETIOBAaHUH BBISIBJICH HOPMaJIbHBIN
KapHOTHII, WJIM OHO He OBIIO BBITIOJHEHO, HAIIPUMED, BCIEJCTBHE OTCYTCTBHS MeTada3 WIn APYrux
TEXHHYECKHX TPYIHOCTEeW, aHamu3 cuexyeT nonoidauth FISH (dmoopecuentnas in  situ
ruOpuau3anus) TectaMmu. Kpome Toro, 3ToT METOA MOXKET OBITh MOJIE3€H JIJIsl BBISABICHUS CIIOKHBIX
abepparnmii. C momomsto FISH anomanmu moryt O0b1Th 0OHapyxeHbI B 15% cirydaeB ¢ HOpMaTbHBIM
kapuoturioM. Pexomennyembie JIHK-30mm61 mis nquarnoctuku MJIC -- 5931, cen7, 7931, cen8,
TP53, 20q, cenY. Hecmotrps Ha 1O, uto FISH oOuYeHb 4YyBCTBUTENBHBIN METON, €ro CleayeT
OpUMEHATh 000CHOBaHHO. [TOJTHOLEHHBIN CKPUHMHI Ha HaJMYUE XPOMOCOMHBIX abeppanuu He
MOYET OCYIIECTBISITHCS TOJBKO C TIOMOIIBIO ATOH MeTOAWKH. CTaHIapTHOE IHTOTEHETHYECKHE
uccnenoBanne npu MJIC sBisiercss crporo oOs3arenbHbIM. Mcmonb3oBanme FISH ¢ menbro

BBIABJICHUSA XPOMOCOMHBIX aHOMAJIMKW PCKOMCHAYCTCA B ClIydac IMOBTOPAIOIIMXCA HCydad IIpH
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MMPOBCACHNHN CTAHAAPTHOT'O HUTOICHETHYCCKOI'0 HCCICAOBAHHA M Y MAMCHTOB C HOPMAaJIbHBIM

KapUOTHUIIOM.
1.5. Ilporouynass uuTomMeTpus

IIporouHass UMTOMETPUS TIO3BOJSAET ONPEACIUTh KOHKPETHBIE M3MEHEHMS KIETOK
OTIENbHBIX  POCTKOB  KPOBETBOPEHHMS  KOCTHOro Mmos3ra. Hu  omMH  HM30IMpOBaHHBIN
UMMYHO(EHOTUITMYECKUI MapaMeTp He J0Ka3all CBOKO JAMArHOCTHYECKYIo 3HaunmocTh it MJIC,
HO C TIOMOUIBIO aHATM3a KOMOMHAINH OT/IEIbHBIX MPU3HAKOB MOXKHO OTJIMYUTH 3TO 3a00JI€BaHHE OT
JPYTUX LUTONEHUH € 1I0CTaTOYHO BBICOKON YYBCTBUTEIBHOCTBIO U IIPUEMIIEMON CIELU(PUIHOCTBIO.

[IpuHumas BO BHMMaHUE€ OOBEKTHBHBIE TPYAHOCTH, B HACTOsALIEE BpEMsl PEKOMEH]I0BATh
JAHHBI METOJl JIMAarHOCTUKM Ha Teppuropun PP He mnpexncrasisercs BO3MOXKHBIM. IIpoTtounas

IIUTOMETPUS ITOKa OCTAETCSI B PAMKaX MCCIIEI0BATEILCKON pabOTHI.
1.6. MoJiekyJisipHasi TeHETHKA

Anamu3 omHoHykJIeotuaHoro mnoiauMopdusma (Single Nucleotide Polymorphism, SNP)
CYIIECTBEHHO YJIYYIIAeT JHATHOCTUYECKHE BO3MOXKHOCTH 10 BBISBICHHIO XPOMOCOMHBIX
HApYIICHUH 10 CPAaBHEHUIO CO CTaHJAPTHBIM ITUTOTCHETHUYECKUM HCCIICIOBAaHHEM, OCOOCHHO Y
MAIMEHTOB C HOPMAJIbHBIM KapUOTUIIOM WJIM, KOTJa KapHOTUIIMPOBAHHUE HE YAAJIOCh BBIMOIHUTD.
OpnHoBpeMeHHOE HcCMoOib30BaHUe aHanm3a SNP W IUTOreHeTMKH TpU TEPBUYHOM aHAIIM3E
kapuotuna 601pHBIX M/IC oxugaemMo mpHBEAET K IMOJIyYEeHHUIO Oojiee OOIMPHONW KIMHUYECKH
TIOJIC3HON MH(OPMAITHH, KOTOPast HE MOXET OBITH MOJIyYeHa C IIOMOIIBI0 PYTUHHBIX METOJIOB.

[IproOpereHHble cOMaTHYECKHE MYTallMd ObUIM OOHApYKEHbI B LEJIOM psle TEHOB,
Brmouas TET2, ASXL1, DNMT3A, CBL, ETV6, EZH2, IDH1, IDH2, KRAS, NPM1, NRAS, RUNX1
u TP53. HenaBHo ObUTH BBISBICHBI MYTAIlMU B T'eHaX KOJWPOBAHHS KOMIIOHEHTOB CIUIAiCOCOMBI,
xapaktepubie s 0onpHBIX MJIC ¢ konmbleBbiME cunepoOnactamu (85%), pexe 0e3 TaKOBBIX
(44%). B GonpmmHCcTBe ciayvaeB 310 rensl SF3B1, SRSF2, U2AF1, ZRSR2 u pexxe SF3AL, SF1,
U2AF65, PRPF40B. Haunbonee yacto noasepratomuecs npu MJIC MyTanusiM TeHbI IPECTaBICHbI

B Ta0.1. 5.

Tabnuma 5. Yacto onpenensiembie myTauuu renos npu MJIC.

AHoManus reHa Yacrora BcTpedyaeMocTH, %
SF3B1 25-30
TET2 20-25
RUNX1 10-20
ASXL1 10-15
SRSF2 10-15
TP53 5-10
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U2AF1 5-10
NRAS/KRAS 5-10
DNMT3A 5
ZRSR2 5
EZH2 5
IDH1, IDH2 2-3
ETV6 2
CBL 1-2
NPM1 1-2
JAK2 1-2
SETBP1 1-2
SF3A1 1-2
SF1 1-2
U2AF65 1-2
PRPF40B 1-2

B cootBerctBum ¢ HoBOHW kiaccuduranuein BO3 2017r. BeisiBnenne myrtanun SF3B1 B
coueTaHuM ¢ oOHapykeHueM Oosiee 5% KOJBLEBBIX CHUIEPOOJIACTOB SIBISIETCS TUATHOCTHUECKUM
kpurepuem MJIC ¢ konbiieBbiMu cunaepodnactamu ( MIC-KC).

CKpUHUHT MOJIEKYJIIPHBIX J1€()EKTOB OCTAETCsl B 110JI€ HAYYHBIX MCCIIETOBAaHUI U HE MOXKET

OBITH PEKOMEHIOBAH ISl TEKYIIEH KIMHUYECKOU MPaKTUKH.

Pa3nen 2. Knaccupuxanus

B 2017rony Obuna ony6nukoBaHa HoBast kiaaccudukanus MJIC, B KOTOpoil pOU30IIIN HEKOTOPhIE

CYILIECTBEHHBIE N3MEHEHUS:

1. H3meHeHHe HOMEHKIATYpHl, B UaCTHOCTH, €CJHM paHee Mbl Bepuduimposanu Bapuantel MJIC
kak: MJIC: pedpaktepHas aHemus ¢ KOJbleBbIMH cuaepoodnactamu unu MJIC: pedpakrepHas
aHemMusi ¢ M30bITKOM OnacToB-1, TO celyac MoHATHE pedpaKTEPHON aHEMUU HE SBISETCS
KJIFOUeBBIM B onpezenennu Bapuanta MJIC. U Benymnm nonsatuem ssisercs M/IC. Hanpumep:
MJIC c¢ xomnblieBbIMH cuaepoOractamu ¥ juHeWHOW aucmnazued unu MJC ¢ u30BITKOM
omacros-1.

2. Pacmmpenus monstus MJIC ¢ KONBIEBBIMH CHJIEPOOJIACTAMH, KOT/Ia TOPOTOBOE 3HAYCHHE
MIPOIIEHTA KOJIBIIEBBIX CHIEPO0IACTOB 3aBHCUT OT OOHApYKeHHUs MyTaruu B rene SF3B1.

3. Pacmmpenue monstuss MJIC ¢ W30IMpOBaHHOW JeJCIHMEN JIMHHOTO IUIeda 5 XPOMOCOMBI:

BO3MOYKHO BMECTE€ C JCJIELMEH BBIABICHUE €II€ OJHOW aHOMaJWM, 3a HUCKIIOYECHHEM 7

XPOMOCOMBI, OY/Ib TO MOHOCOMHUSI HJTU JIEJIeIUs JUTMHHOTO Tuieva (-7/7(-).
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[Toncyer OGIAaCTHBIX KJIETOK B IIYHKTAaTE€ KOCTHOTO MO3Ta HE 3aBUCHUT OT BEIMYMHBI KPACHOTO
psizia, T.e. MPOLEHT OJIACTHBIX KIETOK HE HAJ0 NEePeCUMTHIBATH NMPH KPACHOM POCTKe Oojee
50%. B pesynpTare 4YacTh OOJBHBIX, KOTOPBIM IIOCIIE TIepecueTa OJIACTHBIX KIETOK B
3aBUCHUMOCTH OT INUPUHBI KPAaCHOTO psAa paHee JUArHOCTHUPOBAIM Obl  OCTpBIi
SPUTPOOIACTHBINA JIHKO3 , TPM HOBOM mojcdeTe OynyT ycraHaBnuBath MJIC ¢ u30BITKOM
6nactoB. T.o. uucno 6onpubix MJIC —1b yBenuuutcs, 3a C4e€T yMEHBIIEHUS YHciaa OOIBHBIX C
OCTPBIM 3PUTPOOIACTHBIM JICHKO30M.

Beenenne s Heknaccudummpyemoro MJIC OGosnee dYeTKHMX IapaMeTpOB H3MEHCHHH B

aHaJIM3aX KPOBH M KOCTHOM Mo3re. [3]

B cootBercTBru kinaccudukanuu BO3 2017 Beigenaror 10 Ho3010rHuecKuX Gopm:

1. MJIC c nuneitHOM Aucnna3uei: pepakrepHas aHeMus,

MJIC c nuHeitHOU aucmiuaszueit: pegpakrepHas HEUTPOIICHUS,
MJIC c nuneitHO# nucnasueii: pegpakrepHas TpPOMOOLUTONICHHS,
M/C ¢ MynbTHIIMHEHON TUCIIIA3UEeH,

MJIC ¢ KonblIeBBIMU CHIEPOOIACTaMH M IMHEWHOW JUCIIIa3ueH,

MJIC ¢ konblLIEeBbIMH CUIEPOOIACTAMH U MYJIbTUIIMHEHHON AUCIIIa3uel,

© 0o N o g B~ w DN

MJIC ¢ u36sITKOM OacToB-1,

MJIC ¢ u30bITKOM 01aCTOB-2,

10. MZIC nexsaccupuuUupyeMblii.

M/IC ¢ uzonupoBanHO# nenenueii umHHOTO Tuieda 5 xpomocomsl ( del(5q),

B Tabnue Ne 6 npencraBiieHbl AMArHOCTHYECKHE KPUTEPUH [T BEpH(PHUKALINN KaXKIOTO BapHaHTa

MJIC.
Tabmuma 6. Knaceupuxkanmua MJIC BO3 2017
Bapuant Jucnnazus Huronenus Komnbuessie Baacter B KM u I1K, Oco0eHHOCTH KapUOTHIIA
(pocTkwm) ( poctku)* CHIEepOOIacThI
MJAC c auHeiiHoM aucnIIa3Hei:
pedpaxrepuas anemust (PA), 1 1-2 <15%/<5%? KM<5%, JIroboii,
pedpaxrepuas neritponenus (PH), [K<1%, Kpome 50-
pedpaxTepHast TPOMOOIUTOICHHS . Ayspa-HeT
(PT)
KM<5%,
MJIC ¢ MyJbTHIIMHEHHO 2-3 1-3 <15%/<5%> T1K<1%, JTro6oi,
aucnaasueit (MIC-M/) m.Ay3pa-HeT Kpome 50-
MJC ¢ koabueBbivu cuaepodiacramu (KC):
KM<5%,
MJIC —KC u nuHEHHON nuciiiasueit [1K<1%, JIro0oii,
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( MZC-KC-JI1) 1 1-2 >=15%/>=5%" m.Ayspa-Her Kpome 50-
MJC —KC u MynbTUNIHHEHHO KM<5%,
Jwcrasueit 2-3 1-3 >=15%/>=5%" TK<1%, JIoGoi,
(MJIC-KC-M[T) n.Ayspa-HeT Kpome 50-
KM<5%, Del (50)+/- 1 no6aBouHast
MJC ¢ u3011poOBaHHOI 1-3 1-2 Her nnu nro6oii TIK<1%, AHOMAJTHS, 32 HCKIIFOUEHHEM
aeJenueii 50 .Ayspa-Her -7179-
MJC c u3obiTkOM 671acToB (MAC-UB)
KM<10% (5-9),
MJIC -UB-1 Her nmu mo6oit TK<5% (2-4) ,
1-3 1-3 m.Ayspa-Her JIroboit
MJC -UB-2 KM-10-19%,
Her win nro6oi TIK-5-19%, JTro6oit
1-3 1-3 m.Ayspa-+/-
MAC-Hexknaccupuumpyemsblit
KM<5%,
¢ 1% 6Guactos B ITK 1-3 1-3 Her nnu nro6oii [K=1%?, JTro6oit
n.Ayspa-HeT
C JIMTHEMHOM IUCILIa3uei U KM<5%,
MMaHIATOIIEHHENR 1 3 Her wnu nro6oi TTIK<1%, JTro6oit
n.Ayspa-HeT
Ha OCHOBaHUU IUTOT€HETHYECKUX KM<5%,
U3MEHEHU 0 1-3 <15%"* MIK<1%, MJIC —anomanmuu®
n.Ayspa-HeT

Cnmcok coxkpaleHuii:

KM-xkoctHsrit Mo3r, ITIK-nepudepuueckas KpoBb

Jucnnasus-cuuraeTcs 3HaYMMOM, KOT/Ia MPU3HAKHU TUCIIIA3UH BBISBIEHB B >=10% KJIETOK 3pUTPOUIHOTO,
IPaHyJIOIHUTAPHOTO, METaKapHOIIMTAPHOTO POCTKOB.
Cnucok 0003HaAYeHH:

! Muronenus: HB<100 /1, aGcomoTHOE KomudecTBo Heitrpodmmos<l,8x10%1 , tpombommtsi<100x10%1, abcomoTHoe
KOJIM4YeCcTBO MOHOIIMTOB<1,0x1 0%

Ecnu BbIABICHA mytarus SF3B1.

% ecru 6mactel B IIK oTpeieNIeHBI B 2 U Ooliee aHaIN3aX.

* ecu KOJIBLIEBBIE cuniepodnacTel >=15%, 10 370 MJIC ¢ KONBIIEBRIMHU CHACPOOIIACTAMU M TMHEHHON THUCTUIA3UCH.

® AHOMAJINH KapHOTHIIa, HauboJee YacTo Berpedarommecs mpu MJIC: -5/5q-, -7/7q-, m3oxpomocoma 17q/t(17p), -
13/13¢g-, 11g-, 12p-/t(12p), 9g-, idic(X)(g13), t(11;16), t(3;21), t(1;3), t(2;11), inv(3)/t(3;3), 1(6;9). AHOMaHH
kapuoruna: +8, 200-, -Y- 6e3 Mop(hOoJIOruuecKrX KpUTEPUEB He ABJISIIOTCS oBoioM Bepuduiuposats M/IC.

C yuerom HoBo# HOMeHKIaTypsl MJIC B Tab:1. 2 mpencTaBieHO COOTBETCTBUE BAPUAHTOB
MJIC no knaccudukanuu BO3 2008 u BO3 2017 r.

Ta6auna 7. CoorBercrBue BapuantoB M/IC no knaccudukarnun BO3 2008 r. BapuanTam
MJIC no knaccuduxaruu BO3 2017 r.

BO3 2008 r. BO3 2017 r.

PedpakrepHas nutonieHus ¢ TUHEHHON MJC c nmuneiinoi quctnasueii: PA, PT, PH

nucrinasueit: PA, PT, PH

PedpakrepHas anHeMus ¢ KOJBIIEBBIMU M/C ¢ xonblIeBEIMH CHIEPOOIaCTaMU ¥ TUHEHHON

cunepobIacTaMu JIUCTUTa3UeH
PedpakrepHas mUTOTICHHSI ¢ MYJIbTUITHHEHHO M/C ¢ MyTbTHIMHEHHOW TUCTUIA3HEH
AUCIIA3UCH MJIC ¢ konbIeBBIMU cHACPOOIACTAME U
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MyJIbTUIMHENHON AuCIIa3ueit
MJIC c u3onupoBaHHOM fenenuen 5q
MJIC mexmaccupummupyemMsIit

Pedpaxrepras anemus ¢ n30BITKOM OJIACTOB MJIC ¢ m30bITKOM O1aCTOB
(PAUB)
PAUB-1 MAC-UB-1
PAUB-2 MAC-UB-2
MJC c u3onupoBaHHO nenenueii 5q MJIC c u3onupoBaHHOM fenennen 5q

M/IC Heknaccupuupyembii

M/IC rexmaccupumpyeMsIi MJIC mexmaccupummupyemMsIit

Paboueit rpymmoir mo MJIC (2007) npeanoeHbl KaTeropvu, KOTOPBHIX HE BOLUIH B
wiaccudukamuio BO3: uamonarumyeckas auciuiazus HeytouHeHHoW dtuonoruu (IDUS) wu
UAMONAaTHYECKas [UTONeHUs HeyTouneHHor stuonoruu (ICUS). s uanonaTHUecKo AUCIIIa3HU
HeyTouHeHHO# 3Tronoruu (IDUS) xapakTepHO OTCYTCTBHE IUTOICHHH, JHOO IOKa3aTeld 4YyTh
HIOKe HIoKHEH rparunbl HopMsl (Hb > 110 r/n, AYH > 1,5 x 10%ax, TpomboruThel > 100 X 109/n) Ha
MPOTSKEHUH OoJiee 6 Mec, HaMM4Yue NMPU3HAKOB AucIa3uu Ooiee, yeM B 10% kieTok, oTcyTcTBHE
KIIOHAJIBHBIX ITUTOTCHETUYCCKUX MM MOJICKYJSPHBIX MApKEPOB M OTCYTCTBHE KAKOH-THOO WHOU
NPUYMHBL  JUISI BO3HUKHOBCHHS JUCIDIA3uU. [IpW  OTCYTCTBUM  JIHCIUIa3UH, KJIOHAIBHBIX
[MUTOTEHETUUECKUX WU MOJIEKYJISPHBIX MapKepoB, KOHKYPEHTHBIX 3a00JI€BaHMIA W JITUTENHHOM
muronennn (Hb < 110 r/m, AYH < 1,5 x 10%x, TpomboruTel < 100 X 10%/m) PEKOMEHYETCS
ucnonp3oBath TepmuH ICUS (Mauomatnyeckass IUTONCHUS HEYTOYHCHHOW TPHPOJIBI WIH IIpe-
MJIC) c ob6s13aTenbHBIM MOPGOJIIOTHYECKUM M ITUTOTCHETUYECKUM HUCCIIEJOBAHUEM KOCTHOTO MO3Ta

B AMHAMHUKE 1715 UcKiroueHus pazsutus MJIC.

Pa3nen 3. Ouenka pucka u pakTopbl IPOrHO3a

MJIC sBasieTcst uype3BbIlUallHO TeTepOTreHHON rpymnmnoil 3aboneBaHui, HaYUMHAS OT QOpPM C
[IOYTH HOPMAJIBHOU IPOJOJIKUTEIBHOCTBIO JKU3HM M 3aKaHYMBas BapUAHTAMH, CXOAHBIMH II0
teueHuto ¢ OMIJIL. Puck-agantupoBaHHas CTpaTeryst JEUeHHUs SBISETCS 005S3aTENIbHBIM YCIIOBUEM
Ipy TakoWl pazHOpoAHOCTH. IIporHocTuueckue QakTopbl MOMXKHO pa3[eluTh Ha T€, KOTOpHIE
KacaloTCsl XapaKTePUCTUK CAaMOro IallMeHTa, M Te, KOTOPbIE OINPENeNsIOTCd OCOOCHHOCTIMHU

KoHKpeTHoro Bapuanta MJIC.
3.1. ®akTopbl, CBSI3aHHBIE ¢ 00J1e3HbIO (IIKAJIBI MPOTrHO3a)

Ompenenenue pHUCKa, CBA3AHHOTO ¢ XapakTepuctukoil Bapuanta MJIC, Gasupyercs Ha
HCIIOJIb30BAaHUU IMPOTHOCTUYECKUX CHCTEM OLICHKH, OOBEAMHSIOMIUX OTJENbHbIE KIMHUYECKHE U

remarojoruueckue napamerpsl. B 1997 r., mox srumoit MexayHapoaHO#M HIKOJBI aHAJIH3a PUCKOB
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muenomucriasun - (IMRAW), P.  Greenberg

n

COaBT. pazpaboTanu

MexyHapoIHy0

nporHocTudeckyro OanbHyro cuctemy (IPSS), yuuThIBaromyro KOJMUYECTBO OJACTHBIX KIIETOK B

KOCTHOM MO3T¢, HNUTOICHCTHYCCKHUC AHOMAJIIMKM W BBIPAXKCHHOCTDH Hepn(bepnqecm/lx I_II/ITOHCHI/II;'I

(Tadu. 8).

Ta6muma 8. UHTepHANIMOHAJILHASI TPOTHOCTHYECKAasi CKpUHUHTOBas mikaja (IPSS)

IIpornocruyeckue paxkropbl

KoauyecTBo 0a/1y10B

0 0,5 1,0 15 2,0
e bBJacTHBIE KIETKH B <5 5—10 - 11—20 21—30
KOCTHOM Mo3re, %
e [luToreHeTHKA: BAPUAHT Xopommit [IpomexxyTouHbII [Tnoxoi - -
KapuoTHIa’
e CrTernenb UATONEHUK® 0/1 2/3 - - -

? [luTOreHeTHKA-TPYIIIbI PHCKA:

e xopouuii — HOpMa, 50—, —Y, 200—;

®  TUIOXOH — JII00BIE U3MEHEHUS 7-i XPOMOCOMBI, KOMILIEKCHBIE (3 1 Oouee) abeppaium;

® IIPOMEXYTOYHBI — +8, npyrue u3MeHeHus!.

% BoipaskeHHOCTh WMTONEHHH: KOIMIecTBO HeiiTpodmno < 1,8x 10%, uncio TpomGommros < 100 x 10%1, ypoBens

remorynoduna < 100 r/m.

I'pynnel pucka U MeHaHa NpenoJaraeMoi NpoJo0/KHTeIbHOCTH KU3HH:

e uuskuii — 0 Gamnos; 5,7 roxa;

e npomexyrounsii 1 — 0,5—1,0 6amna; 3,5 rona;

e npomexyrounsiii 2 — 1,5—2,0 6amna; 1,2 rona;

® BLICOKHMII — > 2,5 Oajuia; 5 MecsIes.

Cucrema IPSS oxa3zanack moje3Hoi iisi poruo3upoBanus ooOieil BepkuBaemoct (OB) u

pucka Ttpanchopmaruu B OMJI y OGonpHeix MJIC, yTO momoraer B NPUHATHM KIMHUYECKHUX

peLIeHU.

Z[OHOJ'IHI/ITGJ'IBHBIC (I)aKTopBI, KOTOPBIC TAKXKE€ HMCHOT IMPOTrHOCTHYCCKOC 3HAYUCHUC, B TOM

Yyucjie MYyJIbTUIWHEWHAs NUCIUIA3Ms, TsDKENlas aHeMHs C 3aBHCUMOCTBIO OT TpaHcdy3ui, ObUH

BKJIFOUeHBI B [IporHoctuueckyro 6anpayro cuctemy BO3 (WPSS), koTopas M03BOJISIET pa3/ieinuTh

MNaluCHTOB Ha IATHb TPYHII pHUCKa C PA3JIMYHBIMU ITIOKA3aTCIISIMU BBLKHBACMOCTU U BCPOSATHOCTH

tpanchopmarmu B OMJI (Tadm. 9). Drta mkana mo3BossieT 00jee TOYHO ONPEACITUTHh MPOTHO3

otaenbHbIX 00MpHBIX MJIC, B 0COOEHHOCTH W3 TPYII HU3KOTO M MPOMEXKYTOUHOTO-1 pucka 1o

IPSS.

Ta6nuna 9. IlporaocTuyeckasi mkanaa WPSS (L. Malcovati, 2011)

ENIS
ITapameTpsr 0 1 2 3
Bapuaut MJIC (BO3 2008)° PA, PAKC, MJIC 50- PIMJ PAINB-1 PAUB-2
KapI/IOTI/Il'Iz XOPOMIMH MPOMEKYTOUHBIN 10X0H
Tpanchysuu® HET Ja
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I'pynnbl pucka 1 MeIHAHA MPEATI0JIAraeMoii MPoJ0KUTEIbHOCTH KU3HHU:
O
I'pymnms! pucka OO6umii 6amn Menuana npogOKUTEIEHOCTH Menuana BpeMeHH
JKU3HU, TOJbI nporpeccur B OMJI, roast
OYeHb HU3KHIt 0 11,6 -
HU3KUU 1 9,3 14,7
MTPOMEKYTOUHBIH 2 5,7 7,8
BBICOKHI 3-4 1,8 1,8
0YCHb BBICOKHIA 5-6 11 1,0
[Ipumeuanue.

! Mopogonoruueckne Bapuantst mo BO3 ( 2008): PA -pedpaxrepnas anemus; PAKC -

pedpakTepHas aHEMHS ¢ KOJIBIIEBBIMH cuzepoonactamu; 5q-MJIC ¢ nu3onmpoBaHHOM Aenenuent Sq;
PUM/l -pedpakrepHas wuTONEHHS ¢ MyJIbTWIMHEHHOW muciutasuei; PANB-1-pedpakrepnas
aHeMus ¢ nu30bITkoM Os1actoB 1; PAUB-2 -pedpakrepHas aHemus ¢ H30BITKOM OJIaCTOB

Kapuorun: xopommwmii-HopmaneHbiii, -Y, del(5q), del(20Q); mioxoii-KOMILIEKCHbIE aHOMAaIUU
6onee 3 abeppauuii ¥ 10OBIE U3MEHEHHUS /- XPOMOCOMBI; TPOMEKYTOUHBIN-BCE IPYTHE aHOMATHH
KapUOTHIIA.

Tpancdy3noHHass 3aBUCUMOCTH (PETYJsIpHAs)-3TO MHHHMYM OJHA TpaHC(]y3us ITOHOPCKHX
SPUTPOLUTOB KaxKable 8 HeJ Ha MPOTSHKEHUH 4 Mec.

MexnyHapoaHas pabouasi rpyrima 1o nporao3uposanuto MJIC, mpoaHaM3upoBaB OTAAICHHBIC
pe3ynbTaThl OOJNBIIOTO MHOTOIIEHTPOBOTO HCCIEAOBaHUS MO MepBUYHBIM OonbHbIM  MJIC,
nepecMoTpena cuctemy IPSS. B pabore Obu1o mpoaHaM3UpoOBaHa MPOTHOCTUYECKAs 3HAYUMOCTD
OOJNBIIOTO  KOJMYECTBA JaXe BeChbMa pEAKMX aHOMAJIMK KapuoTWIA, YTO TO3BOJHIIO
KJaccu(UIMpOBaTh WX HAa TMATh LUTOTCHETHYECKUX TPYyNI pucka. B KOHeYHOM BHE
[TepecMoTpenHass mporHoctuueckas OambHas cucrema (IPSS-R) mosBossieT kiaccu(UIMpOBaTh
3a00JIeBaHNE Ha MATh MPOTHOCTUYECKUX TPYII, TOYHO YUUTHIBAS KAPUOTHUII, KOJTHMUECTBO OJACTHBIX

KJICTOK U TSDKECTh OTACIBHBIX nuTOoneHu# (TadJa. 10).

Ta6m/1ua 10. HepeCMOTpeHHaﬂ HHTECPHAIIUOHAJBbHAA MPOTrHOCTHYECCKAA CKPUHUHIOBAsI HIKAaJa

(IPSS-R)

IIporHoraocruyeckue banst

(axTOpHI 0 0,5 1 1,5 2 3 4

Kapuotun ( CCSS) OueHb _ Xopomwuit _ IIpomexy- | Ilnoxoit OueHb
XOpOIIUN TOYHBII IJI0XOH

buactel B KM, % <=2 o >2<5 _ 5-10 >10

Hg, r/n >=100 _ 80-100 <80 o . .

TpomOoIHTEL, x10%/n >=100 50-99 <50 _ _ _ _

Hetirpodunsl, ade, >=0,8 <0,8 _ _ _ _ _

x10%/n

* [luTOreHeTHKA-TPYNIbI PUCKA:
e ouyeHb xopomuii — -Y, 110-;
e xopoumii — HopMa, 50—, 12p-, 200-, nBoitHEIE C 50-;
® MPOMEXYTOUHbIH— 7(-, +8,+19, i(170) u Apyrue oMMHOYHBIC U TBOIHBIC aHOMAIIUH;
e oxoit — -7, inv(3)/t(39)/30-, nBoiiuble ¢ -7/7(-, KOMILIEKCHBIE= 3 abeppaluu;
® OYCHb IUIOXOW— KOMIUIEKCHBIE > 3 aHOMaNUH

prnnbl PpUCKa U MeIHaHa npeunonaraeMoi’l MPOAOIZKUTECILHOCTH JKU3HU:
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I'pymnms! pucka OOmwuii 6ann Menuana npoJOIKUTENEHOCTH 25 % nporpeccust B OMIJI,
KH3HHU, TOJIbI 6e3 Teparuu, rojbl
OYCHb HU3KHI <=15 8,8 -
HU3KUHI 2,0-3,0 53 10,8
IPOMEXKYTOUHBIN 3.5-45 3,0 3,2
BBICOKUH 5,0-6,0 1,6 1,4
O0YCHb BBICOKHIA >6.0 0,8 0,7

Hosas nporaoctuyeckas cucrema IPSS-R Gosiee coBepiiieHHa U yaydiiaeT cTpaThuUKaIIO
6onbHbIX. [Ipu conocraBnennu rpymnm pucka mo mkaie IPSS u IPSS-R npubnuzurtensho B 50%
cirydaeB O0JIbHBIC U3 TPYII HU3KOTO PUCKA (HU3KUH PUCK U MPOMeXyTouHbIN 1) mo mkaine |IPSS
MEPEXOIAT B TPYIILY MPOMEXYTOUHOro pucka mo mkose IPSS-R.

OneHka MporHo3a MOMKET TEXHUUYECKHM ObITh YHOpolleHa ¢ nomolslo MHTepHeT-
kanpkynsitopa  (http://advanced.ipss-r.com) wmu  OecriatHoro mpuioxenusi  IPSS-R - most
CMapT(HOHOB U TUIAHIIETHBIX KOMITBIOTEPOB.

K coxanenuto, HeoOXOAMMO MpPHU3HATH, YTO B HACTOALIEE BpEeMs HET YHUBEPCAJIbHON
IPOTHOCTUYECKOH ILKajbl, KOTOpas BKJIoYana Obl B cebst Bce 3Haummble Uit MJIC mapamerpsl
(Mopdonornueckui Bapuant, crmieHomeranuto, JIAI, Bo-mukpornobymnuH, depputiH U T.I.), U B
9TOH CBSI3U MPU MPHUHATUH PELICHUS O BBIOOPE TAKTUKU TEPAITUH MOXHO OLIEHUBATH MPOTHO3 Cpa3y
no HeckoipkuM mikamam (IPSS, IPSS-R, WPSS). B ocHOBHOM Hayd4HbIe [OKa3aTelbCTBA
3P PEKTUBHOCTH U OE30MAaCHOCTU JOCTYIHBIX TE€PANEBTHUECKUX OMUIMN MOTYYEHBI B KIMHHUUYECKUX
UCCIICIOBAaHHSX, B KOTOPBIX CTPaTH()UKALMIO MAIMEHTOB MPOBOAWIM Ha OCHOBe cucteMbl IPSS.
Kak cnenctBue 5Toro, Bce (pakTHUYeCKHe pPEKOMEHAAIMM 110 JICYCHHIO OCHOBBIBAIOTCS Ha
paszneneHun OONIBHBIX Ha Tpynmbl HMMeHHO corimacHo |IPSS, urto mo3Bomser Poccuiickomy
HKCHEPTHOMY COOOIIECTBY PEKOMEHJOBAaTh €€ B KadecTBe 0a30BOro MHCTPYMEHTa NpHU
GbOopMyTUPOBAaHUHM [UAarHO3a M BBIOOPE TEPANEBTUYECKOTO TMOAX0naa. Takxke cleayer eme pas
MOTYEPKHYTh, UTO JUI (GOPMHUPOBAaHUS OOJIee YETKOTO MPEACTABICHUS O TCUCHUU 3a00JICBaHUS U
BbIOOpa ONTUMAIILHOTO TEPANEBTUYECKOTO BO3ACHCTBHS HACTOSTEIHLHO PEKOMEH/IYETCsl BHIIOIHSTh
MOBTOpPHOE 00CIIe/IOBaHUE MAIUEHTOB, 2 HE OCHOBBIBATHCS HA OIMHOYHBIX Pe3ysbTaTax.

JInisi TalieHToB ¢ HEOIICHEHHBIM B CHIIY TEXHHYECKHX NMPHUYMH KapUOTHUIIOM TPH BEIOOpE
TEpaneBTUYECKOTO peXUMa ClieAyeT MPUHUMAaTh BO BHUMaHue Mopdoiorudeckuii Bapuant MJIC
no kiaccupukanuun BO3, kommdecTBO ONACTHBIX KJIETOK B KOCTHOM MO3r€ M JWHAMHKY HX

U3MEHEHUS, KIIETOYHOCTh KOCTHOI'O MO3ra U TSKECTh LUTOIICHUM.
1.2. ®akTopbl, CBA3AHHDbIE C NANHEHTOM

OtnenbHbIE MAPAMETPHI, XaPAKTEPUIYIOIINE COMATUUECKUM CTAaTyC MalMeHTa, MOTYT BIIMSTh

Ha €CTECTBEHHOE TeueHHe OOJIe3HM W MPHUHATHE TepaneBTHdYeckux pemeHuid. K takum Qaxropam

26


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

OTHOCSIT BO3PACT, COMaTHYECKHI cTaTyc, COMYTCTBYIOIIWE 3a00JjieBaHUs, (PU3NYECKUE PE3EPBbHI,
HYTPUTHUBHBIA U ICUXUYECKHUM CTATYC NALIUEHTA.

[Moxkumoit  Bo3pact  sBusercss mnpu  MJIC  He3aBHCHMBIM — HEOIaronpuUsTHEIM
nporHoctudyeckum (axkropom. Koppekius Ha BO3pacT IpH OLIEHKE BEPOSTHOCTU JIOJITOCPOYHOM
BBDKMBAEMOCTH ObLila IpeoCcTaBiIeHa sl OOJMBUIMHCTBA MPOrHOCTHYECKUX cucTeM. TeMm He MeHee,
XPOHOJIOTUYECKHI BO3PACT MOXKET OTIMYATHCS OT OMOJIOTHYECKOTO, YTO HEOOXOAMMO yYHTHIBAThH
1pY BEIOOpE TAKTUKU TEPAITHH.

Bricokas yacToTa comyTCTBYIOUIMX 3a00J1€BaHU — OOBIYHOE SIBJICHHE Y TOXKUIIBIX JIFOJIEH.
OHO WM HECKOJIBKO COMYTCTBYIOUIMX 3a00JIeBaHUI UCXOJHO BCTpedaeTcsi 6ojiee YeM y MOJIOBUHBI
6osbHbIX MJIC, 4TO OKa3bIBaeT 3HAUMTEIHLHOE BIMSHUE HA BEDKHBAEMOCTh. bonesnu cepana - 3To
caMbl€ YacTbI€ COIYTCTBYIOIME 3a00JieBaHMs, OMpeenstonune KkomopouaHoctb 6ompHbIx MJIC.
CepaeuHo-COCYUCThIE OCJIOKHEHHs] Hanbosiee BBIPAXKEHBI y MAIMEHTOB C TSDKEIOW aHeMuen u
TpaHcPy3MOHHON 3aBUCMOCTBIO.

[IpoGnembl, cBs3aHHBIE C HaJIMYUEM CONYTCTBYIOUIMX 3a00JieBaHUM, I0-pa3HOMY
nposieisitores y 0osbHbIX MJIC 13 rpynn HU3KOTO U BBICOKOTO pucka. ¥ 60iabHbIXx MJIC 13 rpynisl
HU3KOT'O PUCKA, COMYTCTBYIOIINE 3a00I€BaHMsl BIMSIIOT HA IPOTHO3, HETIOCPEJCTBEHHO YBEIHUNBAS
PHUCK CMEpTH, HE CBSI3aHHOU C TpaHchopmanuel B oCTpblil jeiko3. U, Ha000poT, y OONbHBIX U3
IPYIIBl BBICOKOTO PUCKA, KIMHUYECKOE 3HAUEHUE HETSDKETIOW COMYTCTBYIOIIEH MATOJIOTUU HE TaK
BEJIMKO 10 CPAaBHEHUIO ¢ HeOIaronpusTHeIM nmporno3om camoro MJIC. OqHako, u y 3THX OOJIBHBIX,
KOMOPOUIHOCTh BJIMSIET Ha PE3YyNbTaThl JIEUEHHUs, OrpaHUYUBAs BBHIOOP BO3MOXHBIX BapHaHTOB
TEPAINH.

JlJi1 IpOTHO3UPOBAHUS BIMSIHUS CONYTCTBYIOIIMX 3a00JIeBaHUN Ha KOHEUHBIE PE3YJIbTATHI
IpU BBIOJHEHUH TPAHCIUTAHTALMM AJUIOTCHHBIX CTBOJIOBBIX KiIeTOK KpoBU (amto-TI'CK) Obin
paspaboran «MHIEKC KOMOPOWAHOCTH TMpH TpaHCIIaHTanmuu koctHoro Mosray (HCT-CI).
VYKa3aHHBII MHCTPYMEHT MpPU3BaH y4eCThb CONYTCTBYIOIME 3a00JIEBaHUs, CYLIECTBYIOIINE Iepea
nposeaerreM auto-T1'CK, u ucnonb3yercs 11 NPOrHO3UPOBAHUS PE3yIbTaTOB TPAHCIUIAHTALIUN U
crpatudurammu 6ompHEIX MJIC 1 OMIJL. Tlomumo HCT-CI cymecTtByeT emie psii OIEHOYHBIX
cHCTeM, KOTOpble ObLTM NpoTecTHpoBaHbl y OoibHBIX MJIC, B 4YaCTHOCTM HHIEKCHI OOIIEro
npodmiis YapabCoH U UHAEKC KOMOPOUHOCTH B3POCTIBIX.

C mnpakTuyeckux MO3UUMKA Hambonbmmid wuHTepec mnpexacrasiser MJC-cnennduunbiii
ungekc komopouanocteir (MDS-CI), mist ompeneneHuss KOTOPOTro HEOOXOAMMO OIEHHUTH
(YHKIMOHATIBHOE COCTOSHUE W/WIM HaJU4yhe TOpPaXEHUs Cepila, IMEeUeHH, IMOYeK M JIETKHX,

AKTUBHBIX WM U3JICUCHHBIX COJHUIHBIX onmyxosei (Taoa. 11).
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Ta6auna 11. lllkana komopouaHocTu Ais 6oababIx MJIC ( MDS-CI)

ConyTcTByIOIINE 3a00JICBaHUS bamn
Bonesnu cepaua: 2
* apUTMUs

* 3a00JIeBaHUs KIIAIIAHOB
* HIIeMu4eckas 00JIe3Hb UIn I/IH(l)apKT MHUOKapaa
* 3acTOMHAs cepacvHas HEAOCTATOYHOCTh

[lopakeHne neueHu cpeaHe U TAKEION CTENEHU: 1
* UPPO3
* pubpo3
* iepcucTupytomas runepommpyomnaemus 6onee 1,5 x BI'H mm ACT/AJIT 6omee 2,5 x BI'H
[TopakeHune JEerkux TAKEION CTETICHU: 1

* mu¢dy3HAs CIIOCOOHOCTH W/wiH 00beM (opcrpoBaHHOTO BEIIOXA 32 1 ¢ 65% m MeHee WK AWCITHOD B
HIOKO€ HWJIM HEOOXOMMOCTh B OKCHUTCHALUH

Bonesnn nodex: 1
* IEPCUCTHUPYIOIIAsi KpeaTHHUHEMHUs OoJiee 2 M/
* TEMOIHAIIH3

* TPaHCIUTAHTAIIHSI

ConuiHpie OMYX0IU 1
* OIyXOJIb B aHAMHE3€, 32 UCKIIIOUCHHEM HEMEITaHOMHOTO paKa KOXKH

ITo cymme 06asutoB, IMPUCBOCHHBIX KaKIOMY ITOKA3aTENI0, ONMPENCISIOT MPOTHOCTHYECKHI
BapuanT MDS-CI: uuskuii (0), nmpomexxyrounsiii (1--2) u Beicokuii (> 3 6amios). ITocneayromiee
NpUMEHEHHE HWHIEKCAa KOMOPOHIHOCTH MO3BOJIAET CTPAaTH(GUIMPOBATH OOJBHBIX W3 TPYIIIIBI
HHU3KOI0 M IPOMEKYTOYHOIO pUCKa (HO HE BBICOKOTO M OYEHb BBICOKOTO) Ha TPYIIIBI C PasHOM
BBDKMBAaEMOCTBIO. [IpM TpOYMX paBHBIX YCIOBHSX BBICOKOE 3HaueHume wuHaekca MDS-CI kak
YBEJIMUYMBAET PUCK CMEPTH OT MPHYMH, HECBSI3aHHBIX C TpaHchopmaimeir B ocTpsiii jeiiko3 (HR
2,46; p < 0,001), Tak u ymenniraet nokazarenu OB B 1eaom (HR 2,09; p < 0,001).

Takum oOpazoMm, y4eT (akToOpoB, CBS3aHHBIX Kak C 3a00JeBaHMEM, TaKk U C CaMuUM
HAaHEHTOM 3HAYMTENLHO YIYYIIaeT MPOTHOCTHYECKYIO MOIIHOCTh OTAEIBHBIX MOJENEH, 0COOCHHO

B I'pyIIiax HU3KOI'0 pUcCKa.

MOHHTOpI/IHF MAUCHTOB U KPUTECPHUHU OTBETA HA JICUCHHE

bonsubie MJIC HyXkmaroTCs B MOCTOSSHHOM JTWHAMHUYECKOM HAOIOJACHUH, BKIIOUYAIOIIEM
peryJspHbI MOHUTOPUHT TMoOKa3arenei nepudepudeckoit kposu. Ilepen HavaaoM Kaxao0il HOBOM
JUHAW TEparuud HeoO0XOAWMO TIOBTOPHOE MHCCIIEOBAaHUE KOCTHOTO MO3Tra, KelaTelIbHO ¢
LIUTOTEHETUYECKUM  aHalIu30M. YacTroTa HCCIEIOBAaHUMM 3aBUCUT OT TIpPYyNNbl pHUCKA H
TEpPaNeBTUYECKON TAaKTHUKH.

Heonmnoponrocts MJIC  oclokHS€T OIEHKY oTBera Ha Tepamumio. B 2000 .
Mexnynapoanas paboyast rpynmna (IWG) onpenennna cranaapTu3oBaHHbIE KDUTEPHU OTBETa TPH
M/IC. B nocnenytomem onu ObutH niepecMOoTpeHbl U 0O0HoBIeHBI B 2006 r. (Tada. 12). Kpurepun

IWG onpenensitoT pa3nudyHbIe acleKThl OTBETA C YYETOM IeJiel JICUYEHUsS W BKIIIOYAIOT B CeOst
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nonayto (I1P) m wactuunyro pemuccuro (UP), muUTOreHETMYECKHUH OTBET, TeMaTOJOTUYECKHE
yiyuienuss 1 kadectBo ku3Hu (KOK). Mcnonb3oBanue 3TUX KPUTEPUEB PEKOMEHIOBAHO Kak st

KIMHUYECKOM IMPAKTHUKH, TaK U IIPU IMPOBCACHNU KIIMHUYCCKUX I/ICCHGILOBaHI/If/’I.

Tabmuna 12 Ouenka 3¢ dexrupnocru Tepanuu (IWG, 2006)

Bupn orsera Kpurepun

KocTusliii Mo3r: 5% 1 MeHee 0JaCTHBIX KJIETOK ¢ HOPMaJIbHBIM CO3PEBAHUEM BCEX THIIOB
KJIETOYHBIX JIMHUH; BO3MOXKHA IIEPCHCTUPYIOIIAst AUCTIIA3H

Mepudepuueckas kposb: Hb > 110 r/m, TpombowmTsr > 100 x 10%/1, meiirpodums > 1,0
X 109/JI, onactHble KineTku 0%

[lonnas pemMuccud

Bce kputepuu MoaHOM peMUCCHH COOIIOIAIOTCS 32 UCKITFOYCHUEM TOTO, YTO KOJHYECTBO
0JIaCTHBIX KJIETOK B KOCTHOM Mo3re cHu3mioch Ha 50% u Gosiee 0T HCXOMHOTO 3HAYEHHS,
HO ocTtaetcs 6oiee 5%.

Krnerounocts 1 MOP(OJIOTHS HE aKTyaIbHBI

YactuyHas peMuccus

KocTtHblit Mo3r: 5% 1 MeHee OIaCTHBIX KJIETOK H UX KOJUYECTBO B nponecce Tepanuuu

KoctHO-MO3roBas 0
cHr3uitock Ha 50% u Gosiee OT UCXOMHOTO 3HAYCHUS

pemuccust
Iepudepudeckast KPOBb: eClid HAOIIOIACTCS TEMATOJIOIHUYECKOE YAYUIICHHE, o
CJICAYET NO0ABIIATh K KOCTHO-MO3TOBOMY OTBETY
OTCyTCTBHE YaCTHYHON PEMHUCCUH, HO HET MPU3HAKOB MPOTPECCUPOBAHMUS B TCUCHHE
Crabunusanus

6oiee 8 Henenn

JleranbHblii McXox Ha (OHE TEpaMU WM NPOTPECCUPOBAaHIUE 3a00JICBaHNS,
XapaKTePU3YIOIIUECs YCYT'YOJICHUEM IIUTOTICHUH, YBEIHUCHHUEM KOJIMYECTBA OJaCTHBIX
KJIETOK B KOCTHOM MO3Te WM IPOrpecCUpOBaHuEe B 6osee «IIPOABUHYTHII
Mopdonornuecknii BapuanT M/IC 1o cpaBHEHHUIO ¢ TEM BapHAHTOM, YTO OBLI IO TEPAITHH

bes addexra (Heynaya)

Heo6xoaumo Hamugue XoTs ObI 1 U3 ClIeIyIOmKUX NPU3HAKOB!

-IIPOLICHT OJIACTHBIX KJICTOK BEPHYJICS K HCXOJHOMY 3HAYCHHIO J10 JICUCHUS,;

-cHkeHre Ha 50% u Oosniee OT MaKCHMaIIbHOTO KOJIMYECTBA TPAaHyIOLUTOB M
TPOMOOLIUTOB BO BPeMs PEMHCCHHI/OTBETA;

-cHmkenue koHueHrpanuu Hb ua 15 r/n u 6onee unu npucoeanHeHue TpaHchy3HOHHON
3aBHCUMOCTH

Penmaus mocie moHOH
WA 9aCTUIHON pEMUCCHU

IMoJHbIi: NCYS3HOBEHHE XPOMOCOMHBIX H3MEHEHHI M OTCYTCTBHE HOBBIX
YacTUYHBIN: YMEHBIICHIE KOJINYECTBA KIETOK C XPOMOCOMHBIMH HapyIICHUIMA
MHHUMYM Ha 50%

Llutorenernyeckuii oTBET

JIns1 G0BHBIX ¢ KOJIMYECTBOM OJIACTHBIX KIIETOK:
» meHee 5% -- yBenudenue Ha 50% u Oonee, T.e. Oonee 5%;
* 5--10% -- yBenuuenue Ha 50% u Gonee, T.¢. 6onee 10%;
* 10--20% -- yBennuenue Ha 50% u Gosee, T.e. 6Gosee 20%;
* 20--30% -- yBenuuenue Ha 50% u 6ostee, T.¢. 60ee 30%.
Hanuaune 1r060ro U3 ClieIyomux NpU3HaKoB:
* CHI)KCHHE KOJIMYECTBA IPAHYJIOLUTOB WK TPOMOOIIUTOB Kak MHHUMYM Ha 50% ot
MaKCHUMAJIbHOTO 3HAYEHHS BO BPEMsI PEMHCCHH/OTBETA,;
* cHmkeHue koHuentpanuu Hb Ha 20 /1 u Gonee;
* 3aBHCHMOCTb OT TPAHC(HY3UOHHON TepanuH.

[Iporpeccus 3aboneBanus

I'emaTosornueckoe

P——— Kpurtepuu orBera (OTBET J0JI3KEH COXPAHATHLCSI He MeHee 8 Heeb)

putpouaHblii oTBeT (McxoaHO MeHee 110 r/m):

« noseienne Hb na 15 /i u Gonee;

* CHIDKeHHE a0COJIIOTHOTO YMCIia SAUHUIL IIEPEIMBAEMOil SPUTPOILIUTHON MAacChI, 110
KpaiiHeil Mepe, Ha 4 eTUHUI] B TeYeHUE 8 HeJl 10 CPABHEHHUIO C UCXOAHBIM YUCIOM
NepesTMBaeMbIX eIMHHMIL 32 NPEALIeCTBYIOIUE 8 Hell;

* [IpY OLICHKE MHTEHCUBHOCTH TPaHC(y3HOHHOW Teparuu HE0OX0AMMO YUHUTHIBATh
TpaHcdy3uu, BeinonHeHusle npu HH < 90 r/n

TpoméouuTapuslii oTBeT (McxoaHo MeHee 100 x 10%/m)

+ aBCOMOTHOE YHCIIO TPOMOOIHTOB yBemuumBaetcs > 30 x 10%/m, mpu HCXOMHBIX
sHaueHnsix 6oxee 20 x 10%/;

« yBemuenue ¢ menee 20 x 10%/1 10 Gonee 20 x 10%/m u MuauMym Ha 100%
HeiirpoduibHblii oTBet (Mcxoano menee 1,0 x 10%)
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« yBenmmuenue Ha 100% u yBenudenue abcomnroTHOTO yKcia HelTpodmios 1o 6oxee 0,5 x
9
10°/n

Jloka3aTenbCTBO XOTS OBl OHOTO U3 CJISIYIOINX NPU3HAKOB!

* camkenne Ha 50% u Ooyree OT MAKCHMAIIBHOTO KOJIMYECTBA TPAHYIONUTOB MIIH
TPOMOOITITOB,

» camxenue Hb na 15 /1 u 6oiee;

* TpaHC(Y3HMOHHAs 3aBHCHMOCTb

IIporpeccust niam peuuaus
MIOCJIE TEMATOIOTHYECKOTO
yIydIIeHUS

Ouenky kadectBa xu3HM npu MJIC uUCHOIB3YIOT B KadyeCTBE KOHEYHOM TOYKH B
WCCJICIOBAHMSIX, CBA3AHHBIX ¢ jieueHueM. /s m3mepenus KK gaie Bcero mpuMEHSIOT OMPOCHUK
EBpomneiickoit opranusaiuu 1o uccienoBanuto u jedeHuto paka C30 (EORTC QLQ-C30), a Taxxke
OMPOCHUK MO (YHKIIMOHATHHONH OIIEHKE MPOTUBOOIYXOJIEBOM Tepanuu. B Hacrosiee Bpems
TPYAHO PEKOMEHJOBAaTh YTO-TO OMpEAENIEHHOE, OJHAKO B KJIMHUYECKOW mpakTuke oueHka KXK y
O0ompHBIX MJIC Hepenko sBISETCS BEAYNIMM TapaMeTpOM TPU IPOBEICHUU 3aMECTHUTEIHLHOM

TCpaAIIMu KOMIIOHCHTAMH KPOBH.

Pa3znen 5. TepaneBTHYeCKHE CTPATErHu

AJ'IrOpI/ITMLI INPUHATHUA TCPAIICBTUYCCKHUX peH_IeHI/Iﬁ B 3aBUCHUMOCTHU OT I'PYIIIIBI pUCKaA I10

IPSS npencrasnens! Ha puc. 1-3.

5.1. «Ha0aroaaii u sxau»

B3pocnble manumentst ¢ mepBuuHbiM MJIC, u3 rpymnmel Huskoro pucka mo IPSS, ¢
0ECCUMIITOMHON IIMTOTIEHUEH HE HYXKIAIOTCA B JIEYCHHH H JIHIIb TPEOYIOT pEryisipHOTO
obcnenoBanus (pexomendayusi yposus D). TlaneHTHl M3 TPyMIbI TPOMEXYTOUYHOr0-1 pUcKa 1o
IPSS, ¢ OGeccumnToMHONM wnUTONEHHEH, Oe3 H30bITKa OJACTHBIX KJIETOK M HEOJIarompUsTHBIX
IUTOICHETUUECKUX AaHOMAJMM Takke He TpeOyloT JieYeHUs, M MOTYT JIMIIb HaOI0JaThes
(pexomenoayus yposus D). BepkunatenbHas cTpaTerdsi MOXET H3MEHHUTHCS B OyAyIeM, B Ciydae
pa3paboTKM OE30MacHBIX METOJIOB JICUEHHs, CHOCOOHBIX BIMATH Ha MPOrHo3. HeobOxommmo
NOJYEPKHYTh, YTO MAIIMEHTH! JOJHKHBI IOHUMAaTh, YTO O€30MaCHOCTh HAOIIOAATENBHOTO MOJIX0/a
3aBHCUT OT PErYJISIPHOCTH MOHMUTOpHUHTa. Llenbio AuHAMHUECKOro HaOIIONEHUS SBISETCS paHHee
pacrio3HaBaHHWE TPHU3HAKOB YCYTyOJICHUS LUTONCHHUH, YBEIWYCHUS YHUCIA OJIACTHBIX KIETOK B

KPOBH HUJIM KOCTHOM MO3I€, a TAKXKE OLICHKA 5BOJIOIUN KapHUOTHIIA.
5.2. TpaHCl'I.J'IaHTa].[I/Iﬂ AJJIOI€HHBIX CTBOJIOBBIX KJIE€TOK

bonbaeiv MJIC rpynmel mpomexyTouHoro-1, -2 um Bbicokoro pucka mo IPSS, xoropsie

MOTYT paccMaTpuBaThCsi B KadecTBe KaHaumartoB misa amwio-TT'CK momkHO OBITH BBITOJHEHO
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TunupoBanue 1o HLA-koMIiekcy rucrocoBMecTuMocTH (pexomendayus yposus D).
Pexomennyercst Tunupoanue 60bHBIX M/IC ¥ IOTEHIIMATBHBIX POACTBEHHBIX JOHOPOB KOCTHOTO
MO3Tra U CTBOJIOBBIX reMomno3Thueckux kietok no HLA-anturenam kinacca | u |l ¢ uenpio noucka
UJCHTUYHBIX IO AHTUT'€HAaM TKAaHEBOM COBMECTHMOCTH Map MJsi MPOBEACHHS TpPAHCILIAHTAIUH.
Takxe 1enecooOpasHO TUMUPOBAHUE PELMITMEHTOB, HE MMEIOIIUX MOTEHIUATbHBIX POICTBEHHBIX
JIOHOPOB, JUIsl OCYIIECTBJICHUS MIOMCKAa HEPOJCTBEHHOIO JI0HOpa B Poccuiickom 1 MexayHapoiHoM
perucrpax.

Pexomenpanmu  1mo mnpoeaeHuto amwio-TT'CK y  GompHeix MJIC  ommparoTcs Ha
IIPOCHEKTUBHBIE  PAaHAOMU3HPOBAaHHBIE U  HEPAHJOMHM3UPOBAHHBIE, a TaKXKe TPYIIOBBIC
uccienoBanus. [lo nmanHpiM MeEXITyHapOIHOTO PErvCcTpa MO TPAHCIIAHTAIMM KOCTHOTO MO3ra
(International Bone Marrow Transplant Registry, IBMTR), ocHoBanHOM Ha anaiu3e 387 B3pOCIIBbIX
o6ompHbIx MJIC, kotopeiM Obuta BbimosHeHa amio-TI'CK or HLA-uaeHTM4HOrOo CuOJIMHTA,
KyMYJISITUBHAsE CMEPTHOCTh, CBS3aHHAs C TpaHCIUIaHTanueu, coctasmia 32% B Teyenue 1 roma u
37% B Teuenue 3 yerT, KyMylATHBHas dactora peruawBoB 17 u 23%, OB -- 53 u 40%
cooTBeTcTBeHHO. Paza 3a00IeBaHUS SBIISCTCS CYIIECTBEHHBIM (DaKTOPOM, BIUSIONIUM Ha IPOTHO3.
KonnuecTBo 01aCTHBIX KJIETOK B KOCTHOM Mo3re U puck 1o IPSS nokazanu o6paTHyto 3aBUCUMOCTh
¢ OespermauBHOi BbDKHUBaeMocThio (BPB) mocne tpancmnanTtanuu. BepkuBaemocTh  0e3
nporpeccupoBanus (BBIT) y 60IpHBIX U3 TPYIITBEI HU3KOTO WM poMekyTouHoro-1 pucka IPSS B
tedeHue 5 et cocrasmina 60%, mpoMexyroaHoro-2 -- 36--44% u s BRICOKOTO prcka -- 28--30%.

[IpocreKTUBHBIX JAHHBIX MO BHIOOPY CAaMOro ONTHMAIBLHOTO BPEMEHHU I MPOBEICHUS
TpaHcIIaHTauu HeT. OnTumanbHble cpoku uist BeimoiaHenus amto-TI'CK or HLA-coBmecTMOro
noHopa nipu MJIC onpeneneHsl B paHee yIIOMSHYTOM aHanu3e kKinHuueckux pemenuit IBMTR. B
ATOM HCCIEAOBaHUU OBUIO TOKA3aHO, YTO MPOAODKUTEIBHOCTh KU3HU y OOJBHBIX, W3 TPYIIIbI
HU3KOTO WM TMPOMEeXyTouHOro-1 pucka mo IPSS, Opina Beiie, Korja TpaHCIIaHTaUMs ObLIa
OTCpOUYEHa BO BPEMEHH, HO BBHIMOIHSUIIACH 10 TpaHchopmanuu B OMJIL. HanpoTus, A O0NBHBIX U3
Tpynn  TPOMEXYTOYHOTO-2 W BBICOKOTO pHCKAa, HMMEHHO HEMEJICHHAs TpPaHCILIAaHTAIHS
CYIIECTBEHHO YJIydlIaeT IIOKa3aTeNn BbDKHBaeMOCTH. CeJeKnusi TaIlMeHTOB W OTCYTCTBHE
JIOJITOCPOYHBIX KIIMHUYECKUX JAHHBIX CHUXKAIOT LIEHHOCTh 3TOTO UCCIIEIOBAHUS.

[IpuBneyenne HEPOJACTBEHHOI'O JIOHOpPA B CIydae OTCYTCTBUSI COBMECTUMOIO IO CHUCTEME
HLA poJcTBEeHHOTO JOHOpa MPUBOMIO B PAHHUX HCCIIEIOBAHUSAX K BBICOKOH cMepTHOCTH (30--
58%), cBsi3aHHOM ¢ TpaHCILIaHTale. CMEPTHOCTh B 9TOW CHUTYaIldH YBEIMYMBAETCS B OCHOBHOM
3a cuer OONbIIeH YacTOThl PeakUuH «TpaHcIuanTaT npoTuB xo3suHa» (PTIIX). ITo o6o0mmeHHbIM
JAHHBIM, BepOSITHOCTh pazButusi octpoil PTIIX mocne HLA-coBmecTMMO#l poacTBeHHOU aiio-
TI'CK cocrasmsier 30--50%, a mocne HepoactBenHoi amio-TI'CK moutu 60--80%. Co Bpemenem

pesyabtathl HepojcTBeHHOW amo-TI'CK 3HauWTenbHO yIYYIIMIMCh M CeHyac 3a CYeT
31



ONTUMHU3AINK PEKUMOB KOHIWIMOHWUpOBaHUs W mpodminaktuku PTIIX ¢daxTtudyeckn cramm
COITOCTaBUMBI C TAKOBBIMU IIPU POACTBEHHON TpaHCIUIAHTAMH. B yacTHOCTH, HE OBUIO MOJIy4eHO
paznmuumii B 2-netHeit OB u BPB mexny HeponctBenHoit u poactBenHor amwio-TI'CK (36 u 34%
cooTBeTcTBeHHO) Yy 26 60apHBIX MJIC 1 BrOprunsiM OMJI (Menuana Bo3pacta 60 jeT), KOTOphIM
BBIMOJIHEH PEKUM KOHIAMIIMOHUPOBAHUS MOHIKEHHON uHTeHcuBHOCTH (PKCUJI), BKIFOYMBIIIMIA
TpeocynbhaHn, dmogapadbun u antutumonutapHslii roOynuH (ATI). Ilo manaeM IBMTR npu
myibTH(akTopHOM aHanmm3e pesynbraToB amio-TI'CK, mpoemennsix B 2002--2006 rr. y 701
6ospHOr0 MJIC, HE OBIIO MOYYEHO CTATUCTHYECKH 3HAYMMBIX paznuuuii B OB u BPB y 6onpHBIX,
KoTopeiM  BbimonHWIM  amwio-TI'CK  oT  pOACTBEHHOrO0 WM MOJHOCTBIO  COBMECTHUMOTO
HEPOJICTBEHHOTO J0HOpa. [Ipu 3TOM mMokaszaTtenu BBDKMBAEMOCTH OBUIM BHINIE, Ye€M Yy OOJBHBIX,
koTopeiM auto-TI'CK Obl1a mpoBeeHa OT YaCTUUHO COBMECTUMOT'O HEPOJCTBEHHOTO JIOHOPA.

B npocnektuBHOM uccnenoBanue dpaHiry3ckoro odmecTa mo TpaHCIUIAHTAIIMH KOCTHOTO
MO3ra W KIETOYHOW Tepamuu BHINOJHEHO cpaBHeHHE pe3ynpTaToB amio-TT'CK or HLA-
uaeHtuaHoro cubmuura u HLA-uaeHTHUYHBIX HepoAacTBeHHBIX qoHOpoB (10/10) y mammeHTOB ¢
3a00JI€BaHUSIMH CHUCTEMBbI KPOBU CTAHJAPTHOM cTemeHu pucka, Bkitouas MJIC. Tun moHopa He
BIIUSUI Ha KOHEUHBbIE pe3yibTaThl. PeTpocnekTuBHOE HCCleoBaHUE, MpoBeaeHHOe EBpomneiickoii
IPYIION MO TpaHCIUTAHTalMK KpoBU u KocTHOro wmosra (EBMT) mo omeHke OTHaCeHHBIX
pe3yabpTaToB amwio-TI'CK oT poACTBEHHOTO U HEPOACTBEHHOTO JIOHOPA TAKKE HE HAILIO 3HAYMMBIX
pa3IMuuii MEXITy IBYMSI STHMHU TPYITIAMH.

Puck 3aboneBanusi B coorBerctBuM ¢ |IPSS, Bo3pact u Hamuyme COMyTCTBYIOMICH
1aToJjoruu, oueHeHHoe mo wuHAekcy komopouaHoctu TICK (HCT-CI) sBastorcs nHaumbosee
3HAYMUMBIMH KJIMHUYECKUMHU HaHHBIMH, TIPU PACCMOTPEHHH BOMPOCAa O TPOBENEHUH OOIBHOMY
amno-TI'CK.

Bo3pact Ha MOMEHT TpaHCIUIAaHTallUM SBJSIETCS OJHUM M3  CaMbIX  BaXKHBIX
nporHoctuyeckux  QakropoB. [lo mameiM EBMT cMmepTHOCTP MalMEHTOB CO  BCEMHU
mMopdonormueckumu Bapuantamu MJIC, cBs3aHHas ¢ TpaHcIUiaHTtanuend, cocraBmina 30% s
6ompHBIX Monoxe 20 ner, 43% -- 20--40 net, 50% -- crapme 40 ner. ComocTaBUMBIE Pe3yIIbTATHI
ObuIM TONy4eHbl B paHee ynoMsHyTroMm uccinenoBanuu IBMTR. Ilposenenue amno-TI'CK gomkHO
OBITH COBMECTHBIM pPEILIEHHEM Bpada M OOJBHOTO, MOCKOJIBKY €r0 OTHOIIEHHE K PUCKY SIBISETCS
onpenensromuM. B rienmom 6ompHBIE 65--70 et ¢ M/IC mpoMexyTouHOTr0-2 WM BRICOKOTO PHCKA
no IPSS, TouHO Takke, Kak M MPOMEKYTOYHOro-1 prcka ¢ HM30BITKOM OJAaCTHBIX KIETOK WA
IIUTOI€HETHYECKH HeONIaronpuATHBIMA aHOMAIMSAMHU JIOJDKHBI PacCMaTpUBaThCcs B KayecTBE
kanauaatoB Ha awo-TT'CK (pexomenoayus ypoens B). K coxaneHHro, OMBIT BBITOJHEHUS AILIO-

TI'CK y 6ompabix MJIC B P® orpanmuen Bo3pactoM 65 jeT, B CBs3M, C YeM YKa3aHHBIC
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OTpaHWYEHUE JIOJDKHBI OBITh MPUHATHI KAaK OCHOBHBIE MOCJE OIEHKH pucka 1o IPSS npu npunsTHR

pELICHUS O BBIIIOJIHEHUU JAHHOU MIPOLIEAYPBI.

5.4. Uuaykuuu pemuccun nepen auiorennoii TI'CK

JlokazarenbcTBa 11eaeco00pa3HOCTH UHAYKIHK pemuccuu nepen amio-TI'CK momydeHsr B
psife KIMHUYECKUX HCCiIeoBaHUMi. B yacTHOCTH, B KDYITHOM MHOTOLIEHTPOBOM PETPOCIIEKTUBHOM
UCCIICIOBAaHUM OBLJIO TOKA3aHO, YTO MPOIEHT ONACTHBIX KIETOK B KOCTHOM MO3T€ B MOMEHT
TPAaHCIUIAHTALMU 3HAYUTEIBHO BIIMSAET Ha NPOTHO3. BO3MOXKHO, YTO peTpOCHEKTUBHBIN XapakTep
9TOr0 MCCIIEOBAHUS 3aBEIOMO IPHUBOAMUT K HEBEPHOM TPAaKTOBKE PE3YyJIbTAaTOB B BHUIY CEJCKIUU
NAlUEHTOB BO BpeMs UHAYKUMH. CMepTHOCTb, CBf3aHHAas C JIEYEHHEM Yy OOJIbHBIX
POMEKYTOYHOT0-2 U BBICOKOTO pucka mo IPSS, semsBmmxcs xanammaramu ans awio-TI'CK u
HOJYYMBIIUX HHAYKIMOHHYIO XMMHOTepanuio, cocranisia 16%.

Ha ocHoBe umeromuxcs JaHHBIX IPUHATO CUMTATh, YTO HMHTEHCHBHAs XMMHUOTEpanus
MOKa3aHa 0OJIEHBIM C KOJMYECTBOM OJIACTHBIX KJIETOK B KocTHOM Mo3re oT 10% u Goiee, KOTOpbIe
aBisAoTed  Kapaupatamu  ana awio-ITT'CK B paMkax KIMHHYECKUX MCCIEAOBAaHUN WM
HPOCIEKTHUBHOTO peructpa (pexomendayus yposus D). Tem He MeHee, BIUSHHE MPEALICCTBYOLICH
xumuoTepanuu y 6onbHbIX MJIC Ha TedyeHue NOCTTPaHCIIAHTALMOHHOTO Iepuoja sBIsETCS
CHOpHBIM. B uacTHOCTH, AMOHCKME UCCIENOBATENU HE BBISIBWIM CTAaTUCTUYECKH 3HAYMMBbIX
pazmuuuii B S-netHeir OB 6Gonbubix PAUB-T u OMJI/MJIC, xotopeim amio-TI'CK or HLA-
COBMECTHMBIX CHOJIMHTOB ObLIa BBINOJIHEHA MCXOJHO B KauecTBe 1-il IMHUM Tepanuu WIH yKe B
peMHccHH TOCIe HMHAYKIHOHHBIX KypcoB xumuorepanuu (57% mpotu 54%; p = 0,81).
AHaNoru4yHbIe pe3yNbTaThl Mody4eHbl Poccuiickum TpancmantannonssiM eatpom (CIC 930): 10-
JIETHSISI BBKMBAEMOCTh OOJIBHBIX U3 TPYIIBI BBICOKOTO PHUCKA, KOTOPBIM MPOBOAMIIN IMEpeN ajulo-
TT'CK MHAYKIMOHHYIO XUMHOTEPAINIO TN HET, (PaKTUYECKH OlMHaKoBas okojo 42%.

Vcnonp30BaHue TUITOMETHIIMPYIOMIMX MPENapaToB ¢ LENbi0 MoAroToBKu 6onbHbIX MJIC ¢
n30bITKOM OJacTHBIX KJIeTOK K amto-TI'CK Takxke oTpakeHO B pETPOCIEKTHUBHBIX MCCIIEI0BAHUSX,
U B HAacTosllee BpeMsl NaHHas TaKTHKa IMPOXOJIUT MPOBEPKY B KIMHUYECKUX HCHBITaHUIX. B
cpaBHuTEeNbHOM HccienoBanun 35 OonpHbIX MJIC m OMIJI B ucxome MJIC B kauecTBe
mutopenykuuu nepes awio-TI'CK BBINOMHUIM MHAYKIMOHHYIO XMMHUOTEpanuio, a 33 -- BBOJIWIN
azaUTHIMH (MeauaHa KojuuecTBa HUKIOB 3). Y 60% OONBHBIX B TPYIIE a3alUTHAMHA ObLT
NPUMEHEH pPEeKUM KOHAWIMOHWPOBAHUS CO CHW)KCHHOW WHTEHCHUBHOCTHIO, y 40% --
MHuenoabnaTuBHBIA. Bce OonbHblE B Tpynne HWHAYKIHMOHHOW XUMMOTEpAnuM IOJYyYHIN
MUenoabiaTUBHBIN pexxuM. [Ipu pazaenennn G0IBHBIX MO HUTOTeHETHUYECKOMY pucKy, IPSS u tuny

JIOHOpA YacTOTa PEIUAMBOB B ATUX JIBYX TpymHmax Obljga CONMOCTaBUMOW. ABTOPHI CIENAIA BBIBOJI,
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YTO B CBSI3M MEHBIIEH TOKCHYHOCTBHIO Tepanusi azauutuaunHoMm nepen amio-TI'CK umeer
NpeUMYIIeCTBa Tepell CTaHIAPTHOW XHUMHUOTEpAanmuell TMpU  COMOCTABHMBIX  IMOKA3aTelsiX
BBDKHBAEMOCTH.

Cxoxve maHHble ObUIM TOJIyYEHBI B HCCelOBaHUU (paHIy3ckoW rpynmnbl. B kauecTBe
WHIYKIIMOHHOTO pekuma nepen aiio-TT'CK uatencuBnas xumuorepanus (MXT) Obuia BeIoTHEHA
98 GonbHBIM, TOJBKO a3auUTUANH -- 48, asanutuaud u MUXT B pazHoil mocnenoBaTenbHOCTH -- 17.
OB 3a 3 rona no rpynmnam coctaBuia 55%, 48% u 32%; BCB -- 42%, 44% u 29% coOTBETCTBEHHO.
MynbTUBapUAHTHBIN CTAaTUCTUYECKHIM aHaIu3 MOATBEPAWI, 4YTO HE OBUIO pazsIuuuil MEXAy
TEpaneBTUYECKUMHU TPYIIAaMHU IO IOKa3aTeIsiM BBDKMBAEMOCTH U YaCTOTE PEUUIMBOB. ABTOPHI
NPHUIIA K BBIBOJAY, YTO Aa3allUTUAMH TPEACTABIsICT COO0H MAaJOTOKCUYHOE BO3JCHCTBHE,
CTAOWIM3UPYIOINIYIO TEUCHHE OOJIE3HN HA BPEMEHsI, HEOOXOAUMOE JIJIsl IOMCKA JIOHOPA U TTO3BOJISIET

0OIBLHBIM J0XKIATbCA TPAaHCILIaHTAlUH.

5.5. UCTOYHHMK reMON03THYECKHX CTBOJIOBBIX KJIETOK

Br160op rcTouHMKa CTBOJIOBBIX KJIETOK OBLI OMpPECICH B psijie UccienoBanuii. B yactHocTH,
B OJIHOM M3 PaHJAOMHU3UPOBAHHBIX UCCIIEIOBAaHUI HE OBbLJIO MMOKA3aHO CTAaTUCTUYECKUX Pa3IU4uil 1O
BEPOSTHOCTH pa3BuTHs peruaua MJIC Mmexnay rpynnamu OOJIBHBIX, MOJIYYUBIIMX CTBOJIOBBIE
KJICTKH mepuepuyeckoil KpoBH JIMOO KOCTHOrO Mmosra (228 aIOreHHBIX pPOJICTBEHHBIX
TpaHciIanTanui, Bkirouas 36 mo moBogy MJIC). XoTs umeeTcs ompeseicHHas TEHICHIUS B
HoNb3y TpaHCIUiaHTaiwu nepudeprueckux crBojioBbix kietok (TIICK) mno cpaBHeHuio ¢
MICIIOJIb30BAHUEM CTBOJIOBBIX KJIETOK KOCTHOTO MO3ra, B KaueCTBE UCTOYHHMKA TpaHcIuiaHTara: OB
3a 30 mec cocraBwia 68% mnporuB 60% (p = 0,04). BepkuBaeMocTh OOJBHBIX C pPaHHUMH
Moponornueckumu Bapuantamu MJIC He pasznuyanach MeXAy TpyNIaMy, B TO BpeMs Kak IpH
IOPOABUHYTHIX (opMax oHa Obuta Jgyume npu ucnoib3oBanuum TIICK. M eme B ogHOM
PETPOCTIEKTUBHOM HCCcieqoBaHUU (234 ayuIOTeHHBIX POACTBEHHBIX TPAHCIUIAHTALIMI) TTOyYECHBI
CXOXXKHe€ pe3yabTaThl. BehkuBaemocTs Obuta 3Haummo Beimie B ciaydae TIICK, 3a uckimroueHmem
PELUIHUEHTOB ¢ pedpakTepHON aHeMHEN U OOJIBHBIX U3 TPYIIILI BBICOKOTO PUCKA MO IIUTOT€HETHKE.

B npocnekTuBHOM pPaHIOMU3MPOBAHHOM HMCCIEIOBAaHUU 3-H (ha3bl MO HUCMOIB30BAHUIO
CTBOJIOBBIX KJIETOK OT HEPOACTBEHHOI'O JOHOPA, MOJYYEHHBIX M3 Hepu(pepuuecKoil KpoBU OO
KOCTHOTO MO3Ta y MAaIlHeHTOB ¢ TeMaTOJIOIHYECKIMH OITyXOJIsIMU (BKTto4ast 93 OOJIBHBIX ¢ paHHIUMHA
U MPOJBUHYTHIMU Mopdosorndeckumu Bapuantamu MJIC), ObuIo MOKa3aHO, YTO MCIOJIb30BaHHE
CTBOJIOBBIX KJIETOK MepH(epruuecKoil KpoBH OT HEPOJCTBEHHOTO JTOHOPOB XapakTepusyercs Oosee
KOPOTKMM BpPEMEHEM INPUKHUBICHUS TPaHCILUIAHTaTa U HU3KOW 4acToTol orropkeHus. C apyroi

cTopoHbl, Obla Bbime vactora xpoHudeckor PTIIX (xpPTIIX) mo cpaBHeHHIO C OOJBHBIMHU,
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MOJIYYMBITUMH B KadyeCTBE TpaHCIUIaHTaTa KOCTHBIM Mo3r. Yactora octpoit PTIIX (oPTIIX),
pPEeLUINBOB, CMEPTHOCTH HE CBsi3aHHOW ¢ peuuauBoM u OB ObUTM CXOJHBIMH B OO€HX TpyTIax.
TakuM o0Opa3oM, HE YCTAaHOBJIEHO CBSI3U MEXKIY PHCKOM pELUAMBA U UCTOYHUKOM CTBOJIOBBIX
KJIETOK, OJJHAKO CTOUT OTMETUTh, YTO PE3yJIbTaThl HE ObLIHN MpecTaBiieHbl KoHKpeTHO st M/IC.
YuuThiBas UMEIOIIMECS IPOTUBOPEUUBbIE JaHHbIe, 1715 OonbHbIX MJIC He mpencraBisercs
BO3MOXHBIM Ha3BaTh HpeILHOLITHTeJIBHBIfI HCTOYHHUK CTBOJIOBBIX KIJICTOK IIPpHU TpPaHCIUIAHTAlIUH

AJVIOTE€HHBIX CTBOJIOBBIX KJIeTOK 0T HLA-coBMecTUMOro J10HOpA.

5.6. Pe:xxuM KOHAMUMOHUPOBaHUA 1J1a autorednoit TI'CK

Pexomenpanuu mo BeIOOpY pekuma koHauiuonupoBanus s amno-TI'CK ocHoBanwsl Ha
IPOCTIEKTUBHBIX M PETPOCIIEKTUBHBIX MCCIEIOBAHUAK. TaK B aHIIIMHCKOM HCCIICOBAaHUH HE OBLIO
BBISIBJICHO Pa3JIMYUi MEXIy IBYMS PeKMMaMH KOHAUIIHOHUPOBaHus (Oycyabbhan/nukiohochamu
npotuB 1ukiodochaMus U TOTalbHOE OONydeHue Tena), y OonbHBIX PA, koTropbiM ObLia
BemonHeHa amio-TI'CK. Hcnanckue ucciienoBarenu MpoaHaauM3upoBaiu naHHbie 452 O0JBHBIX
nepeuuHbiM MJIC (Bce rpymmbl pucka mo IPSS), xoropeiM Obuta BeimosHena TI'CK ot HLA-
UJCHTUYHOTO POJCTBEHHOIO JOHOPA, MOCIE MPOBEACHHS PA3IMYHbIX CXeM KOHAUIMOHUPOBAHUS U
TakKe HE BBISBUIM pa3IMuMid B pe3yibTaTax JICYEHHUS B 3aBHUCHUMOCTH OT pexXHMa
KOHIUITIOHUPOBAHHUS.

Ha ocHOBe »THX JaHHBIX, HEBO3MOXXHO JaTh KaKHe-JIMOO PEKOMEHIAIM 10 BBIOOPY
HaAWTyYIllero MUeI0abaTUBHOTO pexuMa KoHauuonupoBauus (MAK).

Heckonbko wuccneoBaHui — Takke ObUIO  MOCBSILIEHO  HCIOJB30BAaHUIO — PEXHMOB
noHwxkeHHo uHTeHcuBHOCTH (PKCU/) y 6onpHbix MJIC. B perpocnekTUBHOM HCCIIEOBAHUU
EBMT 6510 npoanamusupoBano 836 6omsHbIX MJIC ipomMeskyTouHOT0-1, -2 ¥ BBICOKOTO pHCKA 110
IPSS, nepenecmux Tpancruiantaiuio oT HLA-HIEHTHYHOTO pOJICTBEHHOTO JOHOPA B 3aBUCHMOCTH
oT pexuma konauuuonupoBanus: PKCHUJl nmpoTuB cTaHIapTHOTO MHENOA0NIaTUBHOTO pPEXUMA.
Yacrora penuaMBOB B TeueHWe 3 JeT Obuia 3HauMTedpbHO BhIme mocie PKCUJI, omHako,
CMEpPTHOCTh, HE CBsI3aHHAS C pEIUIMBOM Oblla HIDKE, B pesynbrare dero OB mexay aByms
rpynnamMy Oblla COMOCTaBUMON. AHAJOTHMYHBIE PE3YJIbTaThl ObUIM MOJYYEHbI B PETPOCIIEKTHBHOM
MHOTOLIEHTPOBOM aHain3e JaHHbIX peructpa EBMT mo 6onbHbIM pazHbMH MOpdoIOrndecKkuMu
Bapuantamu MJIC He crapmie 50 srer. YactoTa peruanBOB 3a00JIeBaHUsS B TPYIIE MMAIUEHTOB C
MAK B cpennem cocraBiusier 27%, B rpymme PKCUJ -- 45%, cmepTHOCTB, CBsSI3aHHAs C
TpaHcIulaHTanue -- 32 u 22% coorserctBenHo. Ilo eme ogHoro uccnenoanus 2-netusist OB B

rpynne PKCH/I Taxxe He oTinyanaces ot TakoBoro B rpynne MAK.
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B mpocrexktuBHOM panmomusupoBaHHOM ucciegoBannun EBMT (mportoxon RIC/MAC),
BiiovyaBmieM 129 Gonpabix MJIC u3 18 mentpoB (2004--2012 r1r.), He OBUIO MOJYYEHO
cTatucThyeckd 3HaunMbIX paszanuuii B OB nmocne PKCUJ] u MAK. Ilokazarenu 2-netneii bPB u
OB cocrasuu 61% (95% JIU 48--73%) u 74% (95% JIN 63--86%) nporus 56% (95% AU 43--
69%; p = 0,5) u 61% (95% 11 48--73%; p = 0,07) COOTBETCTBEHHO.

B mnacrosmee BpeMsi OmyOJIMKOBaHBI Pe3yibTaThl PsAa HCCICAOBAHHMA, TOKA3bIBAIOIINX
IPEUMYIIECTBO PEXUMOB KOHIAMIMOHUPOBAHUS TOHMKEHHOW TOKCHYHOCTH C BKIIOYCHHEM
Tpeocynb(dana. B yacTHOCTH, B OJHOM U3 UCCIEIOBaHWM Oblla TMOATBEPXkJACHA MEHBIIAS
BeposaTHOCTH peranBa (5% nporus 34%; p = 0,019) npu KOHAMIHOHUPOBAHHH C TPEOCYIb(haHOM
10 CPAaBHEHHUIO C TOTAJILHBIM 00JydeHHeM Tena u syumas 3-nethss bPB (57% nporus 11%; p =
0,046). Tem He MeHee, yUUTBIBasi OMBIT poccuiickoro TpancruantauonHoro reHrpa (CIC 930),
Opy TPUMEHEHUH pPEeXKUMa KOHIUAHNOHUPOBAaHUSA ¢ Tpeocylbdanom (Tpeocynbbpan 36 /M,
nukinopochan 120 MF/MZ) y OOJBHBIX M3 TPYIIBl BBICOKOTO PHUCKA 3HAYUMO YBEIUYHBACTCS
BEPOSTHOCTh OTTOp)KeHHs TpaHciuianTata (kK 3 mec 44%) u perucTpupyercst BBICOKasl OIS
peunauBoB (22% B Teuenue 1 roga). Takum 00pa3om, 3TOT PEKUM KOHIUIIMOHUPOBAHUSI, SBIISSCH
MeHee TOKCUYHBIM, HE SIBJISIETCS MUEI0a0IaTUBHBIM, H M0 MOKHO PEKOMEHI0BATh sl OOJIbHBIX U3
crapuier Bo3pacTHoM rpymisl B [1P.

Y4auThIBas HEMOCTATOYHOE KOJUYECTBO MCCIIEIOBAHHUMA MO JTAHHOMY BOIIPOCY JUIsi OOJBHBIX
MJIC, nmeromux NpoTUBONOKA3aHMsI K UCIOIb30BaHUIO cTaHAapTHOro pesxkuma MAK, Hanpuwmep, B
CB3M ¢ comyTrcTByromuMu  3aboneBanusmu, PKCUJ] crenyer paccmaTpuBaTh — Kak
HPEANOYTUTENIBHBIA PEKUM KOHAULMOHUPOBAHMUSL.

J71 GOJIBHBIX € MPEIIECTBYIONIEH TpaHCHY3MOHHOM Tepamnuei nepes] peleHueM Borpoca o
cpokax amio-TI'CK cnenyer oueHUTh NpU3HAKU NEPErpy3KHU >KeIe30M (BBICOKOE COjepKaHHe
¢depputuHa B ceiBopoTKe KpoBU > 1000 mxr/nm u MPT-mpusHaku OTIOXKEHMs *kKele3a B MEYEHH,
cepAlle U Ipyrux opraHax). Haimuue BbICOKOW 3aBUCUMOCTH OT reMOTpaHC(Y3ui, MpUBOJAIIEE K
Neperpy3Ke JKele30M, SIBISIETCS HeOJIarompusITHBIM ()aKTOpOM MPOTHO32a W 3HAYMMO YXYIAIIAeT
pesynbraThl amwto-TI'CK. 3aBucumocts 0T remoTpancdy3uii npuBoauT K ymensiienuo OB (OP =
1,48; p = 0,017) u yBenmuuuBaeT CMEPTHOCTb, CBsi3aHHYIO ¢ jeueHuem (OP = 1,68; p = 0,024). B
OJTHOM M3 HCCleoBaHuM, mocBsmeHHoM npuMmeHeHuto amto-TI'CK mpu MJIC, 5-netnsss OB no
BceM OonbHBIM cocTaBwia 42% wu mmmb 10%, ecnm KoHUeHTpanws ¢eppuTHHA B KPOBH 0
tpancrutanTanuu npeBbimana 3000 MKr/i, a CMEpTHOCTbD, CBSI3aHHAS C JICYEHHEM cocTaBmia 43 u
65% cooTtBercTBeHHO. TakuM 00pa3oM, MNpH HAIMYMKA TNPU3HAKOB 3HAYMMOM BTOPHUYHOU
Heperpy3KH jKeae30M ciieyeT o0CyKaAaTh MPOBEACHUE XeIaTopHOoN Tepanuu, BceM 60oabHbIM MJIC

B CUTYaIlMH, KOrJa mianupyercs nposenenune amio-TI'CK.
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5.2.1. IlpuMeHeHHe TUNOMETWIHPYIOIIMX TMpenapaToB Mmocje  aJJOreHHOH

TPAHCIUVIAHTAIIUU KOCTHOI'0 MO3ra

[IpumeneHnue azalUTHAMHA B KadyecTBE MOJJEpKuBaromieil tepanuu mnocie amio-TI'CK
OBLJI0O HK3Y4eHO B XOJI€ HECKOJbKMX HEOONBIINX PETPOCHEKTUBHBIX HCCIEIOBaHUN H
MIPOCIEKTUBHOTO OTKPBITOTO HCCeoBaHus 2-i (a3bl, B KOTOPHIX OBLIO MPOJEMOHCTPHUPOBAHO
CHIDKEHHE PHCKa PelUINBA U POJIOHTUPOBAHUE PEMHUCCHH.

B wactHoctm, B HemeukoM wuccieaoBanun 2-ii daser RELAZA Oputa oreHeHa
3¢ (peKTUBHOCTh MPUMEHEHHS a3alUTUANHA IS IPEAOTBPAILEHUS] TeMATOJIOTHYECKOr0 peluInBa y
6ompHbIX OMJI i MJIC nocne aimo-TI'CK. Tlpu meauane Habmt0AeHHS TTOCIE TPAHCIUTAHTAIIMH
okojo 6 mec y 20 u3 59 mpoCHeKTUBHO CKPEHHWPOBAHHBIX OOJBHBIX OBUIO 3aperuCTPUPOBAHO
CHIDKEHHE JIOHOPCKOTO xumepu3ma a0 ypoBHs menee 80%, mo moBomy 4ero MM MpPOBOIMIN B
cpeaneM 1o 4 nukia azanutuauHoM (75 MI/M B JICHb B JHH 1--7), IOKa OHHM HAXOAUJIKMChH B ITOJHOMN
rematosioruueckoit pemuccun. B 1iesom 16 (80%) 60bHBIX «OTBETHIINY YBEITHYSHHUEM JOHOPCKOTO
xumepusma 6osee 80% (n = 10, wim 50%) wnm crabmimsarueit (N = 6, win 30%) 6e3 npuU3HAKOB
pasBuTHS penuauBa. Bo Bpems JieUeHUS a3alMTUAMHOM oOparuMas HEWUTPOICHUS U
TpoMOouuTonenuss 3--4-  cTeneHu HaOMIOAATUCh B TIOJOBHHE CIIy4aeB, OrpaHUYCHHAs
xponunueckast PTIIX ormeueHa y 2 G0IbHBIX.

B npyrux mccienoBaHusAX 1Mo MpUMEHEHHUIo azanutuanHa rnociie amto-TT'CK y 6onbHbBIX 13
TPYIIIBI BHICOKOTO PHCKA PA3BUTHS PEIHINBA HCIIOIB30BATH MEHBIIYIO 103y (35 Mr/mM’ B TedeHne 5
nHel). bputo mpojeMoHCTpUpoBaHa MpHeMIeMass TOKCUYHOCTh M YMEHbBIIIEHHWE PUCKA Pa3BUTHS
PELHINBOB.

Psnom mccnenoBaresneil OTMEYEHO YBEIMYEHHE BEPOSATHOCTH OTTOPXKEHHS TPAHCIUIAHTATa
IIPU UCIIOJIB30BAHUH azauuTuauHa rnocie amno-TI'CK.

TakuM 00pazoMm, peKOMEHJOBaTh MpUMEHeHHe azanuTuauHa nocie amio-TT'CK moxHOo

TOJIBKO B paMKaX KIIMHUYECKUX HCCHCHOB&HHﬁ, HO HC B pYTHHHOﬁ IMPpaKTHUKE.

5.3. UnaykunoHHAas (MHTEHCUBHAS) XUMHOTEPANus

JlokazarenbcTBa 3()(HEKTUBHOCTH HMHIYKIMOHHOM xumuoTepanuu y OonbHbix MJIC
MOJIy4YEHbI B Psijieé TMPOCIEKTUBHBIX M PETPOCHEKTHBHBIX HCCIEI0BaHUNA. B paHaoMU3MpOBaHHBIX
UCCIIIOBAaHHUSX OBIJIO BBITIOJHEHO CpaBHEHHE 3()(QEKTHBHOCTH BBICOKOJAO3HOW M HHU3KOI03HOU
XUMHOTEPAITHY; Pa3IMYHBIX BHIOB MHIYKIIMH, KOHCOIHUIAIMNA U CXEM TTOJICPKIBAFOIIEH TepaIim;
BeeieHnss [-KC®, wunrepneiikuna-11 (MJI-11) wu  WJI-2; MomynsaToOpoB JEKapCTBEHHOM

PE3HCTEHTHOCTH.
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CaMbIM 4acTO MPHUMEHSIEMBIM PEXUMOM HHIYKIIMOHHOM Tepamuu SBISETCS COYETaHHE
nuTapabuHa W aHTpPAUKINHOB (cxeMa «7 + 3»). B uccienoBaHUsSX B OCHOBHOM TECTHPOBAIH
cTaHgapTHbIe 10361 uTapadbuna (Ara-C) 100--200 mr/M° kaxpie 12--24 4 B Teuenue 5--10 nueit B
KOMOMHAIIMM C aHTPAUUKIMHAMHU (MIapyOHUIIMH, NayHOPYOMIIMH, MUTOKCAaHTPOH), aHaJIOraMH
HYKJICOTHI0B ((haynapaOuH) WIM WHTHOMTOpPAMHU TOMOWM30MeEpas3bl (TOMOTEKaH, 3Tomo3una). B
pasHbIX wHccienoBaHusix dacrora [IP BapepupoBama ot 24 mo 79%, peummuBoB -- 33--91%.
CMepTHOCTh, CBSI3aHHAS C JIEYCHHEM, -- OT 2 10 42%.

CymecTByIOT MyOJIMKallMU [0 CXeMaM JICYeHUS CO CPEeIHMMHU U BbIcOKUMU go3amu Ara-C
KaKk B MOHOTEpaIlid, TaK U B COUeTaHUM ¢ QuiynapaOUHOM, aHTPALMKIMHAMU M TOIOTEKAHOM.
Yacrora IIP cocraBmia 34--80%, cMepTHOCTh, CBsi3aHHas ¢ JiedeHwem, -- oT 0 mo 36%.
BepositHocTs 4--5-netneit OB gy GONBHBIX, MOJYy4YaBUIMX MHTEHCUBHYIO XMMMOTEpAIIHIO, B
OTJICNbHBIX MyOIHKaIuUsAX BapbupoBaia ot 8 g0 33%. Monomoit Bo3pacT, XOpOILIuil coMaTHUeCKUn
CTaTyc U OJarompuATHbBIE IUTOTEHETUYECKUEe aHoMauu cornacHo IPSS acconuupyrotes ¢ myunieit
BBIKMBAEMOCTBIO.

B EBporieiickoM MHOTOIICHTPOBOM HCCIEIOBAaHUU 3-i (pa3bl OBLIO BBIMOJIHEHO CPAaBHEHHE
s dextuBHOCTH Tpex BapuaHToB KoHconmumamuu: amno-TI'CK, ayro-TT'CK u wuHTEeHCHBHOI
xumuorepanuu. Bee OOIbHBIE OTHOCHIIMCH K TPYIIE MPOMEXKYTOYHOro-1, MpOMEKyTOYHOr0-2 U
BbICOKOTO pHucka 1o IPSS. BompabM, nocturmum [P mocine WHAYKIIMOHHOW XUMHOTEpAIHH, pU
Hanuuuu HLA-u1eHTHYHOro poicTBEHHOro AoHopa BbinoaHsM ao-TI'CK nocne nepBoro kypca
KOHcoNmuAanuu. BonbHBIX, y KOTOpbIX Oblia gocturHyra I[IP, HO He MMEBHIMX COBMECTHMOIO
JIOHOpA, TOCJIEe KOHCONHJIAIMK PaHJAOMHU3MPOBAM Ha JIBa BapuaHTa Tepamuu: Jubo 2- Kypc
koHconmuaamuu, ubo ayro-TI'CK. Oxazanock, uyto amio-TI'CK ymyumaer BPB OGonpHbIX 13
TPYNIBl TPOMEXKYTOYHOTO W HEOJIArONMpPUSTHOTO IUTOTCHETHYECKOTO PHCKA, B TO BpeMs Kak y
OOJBHBIX HU3KOTO pUCKa 3Toro He otMeueHo. UetnipexietHsst bPB u OB mocie pangomuzanuu y
O0onbHBIX 0€3 JTOHOpa, KOTOPHIM OBLI BBIMOIHEH KypC KOHCOMHMJIALWK BBICOKUMH J03aMH
nuTapaduHa, cocraBmia 22 u 27% coorBercTBeHHO. Takke ObUTO TOKa3zaHo, 4to ayro-TI'CK He
yBennunBaeT OB mo cpaBHeHuto ¢ uHTeHCHBHOM XT. lluTOoreHeTnyeckue XapakTEpUCTHUKH B
JAHHOM TIPOTOKOJIe OBUTM CaMbIM 3HAYHUMBIM TMPOTHOCTHYECKUM (DAKTOPOM, CBSI3AHHBIM C
3a00JIeBaHNEM.

Takum 00pa3om, MHIAYKIIMOHHA XUMHOTEpAINHs JOJDKHA PACCMATPUBATHCA KakK Tepamus
BBIOOpA JIJIs1 OOJILHOTO 0€3 MOAXO/SIIETO IOHOPa, MOJIoXKe 65 JleT 1 MMEIOIMX B KOCTHOM MO3Te >
10% OmacTHBIX KJIETOK M 0e3 HEeOIaronpHsTHBIX IIMTOTEHETHYECKHX aleppammii (pekomenoayus
yposusi B). BceMm marmueHTaM, KOTOPbIE JOCTUTIIM MOJHOW PEMHCCHUHM TIOCIE WHIYKIIMOHHOM
XUMHOTEpanuu O0e3 TKENbIX OCJIOKHEHUH, IOHKHA ObITh MpOBENEHA IOCTPEMUCCUOHHAS

xumuoTepanus (pexkomenoayust yposms B).
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B P® naunbonpimii OmpIT HAKOIUIEH MO MPOBEACHUIO KYpCOB «7 + 3» ¢ UIapyOMIIMHOM H
FLAG-Ida. Hanpumep, nmporpamMma, KOTopyro ucroib3ytoT B @I'BY «emaronorudeckuii HayqHbII
neHtp» Munsapasa Poccun (I'HII, MockBa), coctout u3 Tpex KypcoB «7 + 3» (umrapadun 100
Mr/M% 2 paza B aeHb 1--7 muu, upapyounuH 12 Mr/m> 1--3 JIHA) C TOCJeAyIomend 3-JIeTHEH

MO/JICPKUBAIOIIIEH Tepanuel 1mo cxeme «5 + 5y (rurapOuH + 6-MepKanTonypuH).

5.4. Hu3ko103Has1 XUMHOTEPANHA

B kauecTBe JaHHOro TepaneBTUYECKOro noaxona y 6onpHbix MJIC Hanuim npuMeHeHue
Maible 1036l nutapadbuna (M/IL]), coueranre runoMeTHIIMPYIOIIMX IPENapaToB ¢ MAJIbIMU JO3aMHU
muTapabuHa W MajdbIMH JI03aMH WAapyOWnmHa, MendanaH B HU3KHX J03ax Per 0S u 6-
MEpKaIlTOITypHH.

Jleuenue manbiMu go3amu 1utapabuna (MJIL]) gacto ucmonb3yercs B Halleil cTpaHe B
KauecTBe MeToja BbiOopa y moxuibix 00mpHBIX MJIC ¢ PANB-1 u PAUB-2 npu HOpmoO- win
THIEPKIETOYHOH Mop¢osoruu KoctHoro mosra. JlokasarensctBa d¢¢extuBHoctd MJIL[ Obun
NOJy4eHbI B pe3yiabTaTe TMPOBEACHHUS HECKOIBKUX PaHIOMH3HPOBAHHBIX KOHTPOJIUPYEMBIX
UCCIICIOBAaHUN U IaHHBIX CUCTEMHOI'0 MeTa-aHaJIn3a.

B wyacTtHOoCcTH, B NIpPOCIEKTUBHOM HCCIENOBaHUM 3-i1 (a3bl, NPOBEIEHHBIM COBMECTHO
Bocrounoit koomeparuBHoii oHkosorudeckoir (ECOG) u IOro-3amagHoii  OHKOJOTHUECKOH
rpymmamu  (SWOG) CIIIA, Obut mposneden 141 GonbHOW ¢ pa3HBIMH  MOPQOJIOTHISCKUMH
Bapuantamu MJIC. B pe3ynbpTrare LleHTpann30BaHHOTO EpecMOTpa MOP(HOJIOTHIECKUX MpenapaToB
U3 OKOHYATEJIBHOTO aHaIN3a ObLIM UCKIIIOUEHBI 25 MalueHToB, npeumyiiectBeHHo ¢ OMIJL. [luzaiin
MCCJIEIOBaHMSI MpeAycMaTpUBall PaHIOMHU3alUI0 OOJBHBIX B PaBHOM COOTHOIIEHHWH Ha TEpaIluio
MJIIT (10 Mr/M° IOIKOKHO 2 pa3a B JIeHb B TeueHUe 21-T0 JHS) U CHMIITOMATHYECKYIO Tepanuio. B
nenoM, mnociae ogHoro kypca MJILl mocturmm otBera 32% OONBHBIX € MEAMAHOW €ro
npopookuteapboctd 5,9  (1,4--33,5) wmec. OtBer ObLT JOKYMEHTHPOBaH TIPH  BCEX
mMopdonormueckux Bapuantax MJIC. [Tomumo 3Toro, depe3 3 Mec TOCIE 3aBEpIICHHUS Teparuu
MLl Obulo  OTMEYEHO  yMEHbIIEHHE  TpaHCPy3HMOHHOM  morpeOHOCTH.  OCHOBHBIMH
HE)KeNaTeIbHBIMU sIBJIeHUsAMH B rpynne M/IL] Opumn nH(pekunonHsle ocinoxHenus. Bmecte ¢ Tem,
MEXy rpynnaMu He Obulo BbIsBIEHO pasnuuuii B OB u Bpemenu 1o nporpeccupoBanus. Yacrora
tpancopman B OMJI Gpina onunakoBoit u coctaBmia 15%. B paGote ObL10 MOKa3aHO, YTO C
Jdy4lied BBDKMBAEMOCTBIO KOPPEIUPYET JOCTH)KEHHE CYIIECTBEHHOM LUTOPEAYKLUHU TOCie
tepanun M/, ocobenno npu Bapuantax PAUB u PANB-T. K coxanenuto, 3To uccieoBaHle He
MO3BOJISIET C/AeaTh BBIBOABI O npeumyinectBe M/ILL mo cpaBHeHUIO ¢ (paKTHYECKH MATMATUBHOU

Teparnuei.
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B mpocnektuBHOE pangoMmu3upoBaHHOE HccienoBaHue 3-d (aszer EORTC Obut BKITIOUCH
201 GompHOI MJIC ¢ KOJIMYECTBOM ONAacTHHIX KIeToK B koctHoM Mo3re oT 10 mo 30%. Bcee
OonbHbIe Toaydanu tepanuo ML (10 Mr/M? MOJIKOKHO 2 pa3a B JIeHb B TeueHue 14 nHei), a
paHzoMHU3allvsg 3aKiioyYajach B HapajuleIbHOM  Ha3HAUeHHUM I1ane0o, TrpaHyIonUTapHO-
MakpodaranpHoro KC® (I'M-KC®), nmu6o MNJI-3. OtBera Ha Tepanuro Obul mosydeH y 38,6%
OOJBHBIX HE3aBUCUMO OT BETKH paHIoMH3anuu. MeanaHa BEDKUBAEMOCTH 0€3 MpOorpecCHpOBaHUS
cocraBmia 9,1 mec. Yactora MHPEKIIMOHHBIX OCIOKHEHHH Oblia BbImIe B rpynmnax I M-KC® u NJI-
3, uem nipu moHoTepanuu MJILI. B npyroe mHoromnenTpoBoe uccienoanue M/ Obun BKITIOUEHBI
102 6onpubIx (MJIC -- 79, OMUJI B ucxoze tpauchopmarmu MJIC -- 23) ¢ KIHHHYECKH 3HAUUMBIMHU
muronenusMu. OtBet moydeH y 29% OonbHBIX, a ast octaBmmxcs /1% Ttepanust ObUIa HE IPOCTO
Hed(P(EKTUBHOH, a B PAJIC CIy4aeB -- MPUBOIAIICH K )KH3HEYTPOKAIOIIUM OCIIOKHEHUSIM. Mearana
OB cocraBuna 9 mec. C orpaHu4eHHON BBDKMBA€MOCTBIO MpU mpoBedeHun Tepanuun ML
aCCOITMUPOBAIUCH UCXOqHAsT TpombonuToneHus < 150 x 10%1 u nanuuue 2 u Goiee XPOMOCOMHBIX
abeppanuii. B cimydae TpOMOOIIMTONEHHMH BEpPOSITHOCTh OTBETa ObUTa BBHINIE y MAIMEHTOB C
THIOKJIETOYHOW MOpP(OJIOTHel KOCTHOTO MO3ra, OTCYTCTBHEM KOJBLEBBIX CHIEPOOIACTOB H
KOJIMYECTBOM XPOMOCOMHBIX MTOJIOMOK MEHEE JIBYX.

Takum oOpa3oMm, HMEIOIIUXCS B HACTOSIIEe BpeMS JAaHHBIX HEJOCTATOYHO, YTOOBI
pPEKOMEHI0BaTh pyTUHHOE ucnoib3oBanne M/ILl. Mera-ananu3, oxBaThIBaOIIUA 53 myOIMKaIun
no npumenHenutro MJIL[ y 751 Oonbabix MIAC u OMJI mpoaeMoHCTpupoBall BEpPOSTHOCTD
noctkeHus [IP y 16% 6onpabix M/IC. Menuana npoaobKUTENbHOCTH OTBeTa cocTaBmia 10,5
mec, meanana OB -- 15 mec. Cenekuusi 60JIbHBIX, KOTOPBIE MOIYYaT MOJI0KHUTENbHBIN 3 ekt oT
JMAHHOW Tepamuu, TpPEJCTABISET OIpeaelieHHble TpyAHOCTH. OIHO3HAYHO, JIUIIb MOXKHO
yTBepkath, uyTo Tepanuto M/IL] He cienyeT MCmoap30BaTh y MAIMEHTOB C HEOJIArONMPUATHBIMU
[UTOreHeTHUeCKuMH abeppanusamu (pekomenoayus yposns B).

Oo6enpuHATeIM B P® pexxumoM ucnonb3oBadust ML sBisercd HazHadYeHUE Operapara B

no3e 10 mr/m® 2 pasa B eHb IOAKOXHO B Teuenne 21--28 nHeit. BepositHocTs gocTikenus [P y

6osbHBIX PANB-2 cylecTBeHHO BBIIIE, €CIH JUIHTENBHOCTh Kypca Obuta He MeHee (1) 23 mweil.
OOHapyXeHue Mo JaHHBIM TPEMaHOOMONCHU KOCTHOTO MO3Ta TMIO- WIM amja3ud KpOBETBOPHOU
TKaHU MOXXET CKOPPEKTHPOBaTh BBIOOP TEPANEBTHUECKOTO MOJXOAA: €CIU HET BO3MOXXHOCTH
UCTIOIF30BaTh TUTIOMETHIIUPYIOIINE Tperaparsl, JUMTeNbHOCTh Teparmu MJIL] moxer ObITh
ymenbineHa 10 10--14 muedt (u mo3a nmurapabuHa MOKeT OBITh pemyrupoBaHa qo 10 mr 2 pasa B
JeHb). MHTepBaisl MeXAy HMKIaMU cocTaBisitoT 28--30 gHel, a Tepanmuio MPOBOAAT BIUIOTH IO
IPOTPECCUPOBAHMS MJIU TOSBJICHUS MPU3HAKOB HENPUEMIIEMON TOKCUYHOCTH, HO He Oosee 3 JeT.
[Tpumenenne M/IL] nHamGoisiee 1enmecooOpa3HO y OONBHBIX C HOPMAJIbHBIM KApUOTHUIIOM WM C

OyTaronpUATHBIME abepparusIMu.
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N3BecTHO, UTO PEe3UCTEHTHOCTh OMYXOJEBBIX KJIETOK K IIUTOCTATHYECKOMY BO3JECHCTBUIO B
3HAYUTEIBHON Mepe omnpezensieTcs abeppaHTHBIM MeTuianpoBanueM ydactkoB JIHK, rme
JIOKQJIM3YIOTCSL KITIOYEBBIC T€HBI, OTBEYAOIIME 3a PEryJIHpPOBAaHUE IMPOIECCOB mposndepanuu u
mubdepeHIMPOBKU. B CBSI3U ¢ 3TUM HCMONB30BaHUE 5-a3alUTHAMH U 5-a3a-2'-IeOKCUIIUTUINH B
KauecTBe TUIOMETHIHMPYIOLIEro mnpaiimuHra (mpendassl) mnepen KypcaMu XUMHOTEparuu
MO3BOJIBIET MOBBICUTh YYBCTBUTEIBHOCTh OMYXOJIEBBIX KJIETOK K LIUTOCTATUYECKOMY BO3JICUCTBHUIO
U, COOTBETCTBEHHO, YBEITUYUTH KOJMYECTBO THOHYIIUX JIEHKEeMUYECKUX KJIeTOK. Hebonbimoe uncio
nyOIMKauil M0 MPUMEHEHUI0 TMIOMETWIMPYIOIIUX MPEenapaTroB Mepel KypcaMu XUMHOTEparnuu
CBUJICTENLCTBYET O BOCIPOU3BOJMMOCTH M JOCTATOYHOU 3()PEKTUBHOCTH YKa3aHHOIO IMOAXOJA.
Hanpumep BBenenue aeuurabuna nepes nporpammoit 7+3 y 6onbabix OMJI 13 rpyIibsl BBICOKOTO
pucka no3Boiuau aoctuub [P y 75% OonbHbIX, 1 MenuaHa 0OIIeld BBDKMBAEMOCTH OOJBHBIX B
TEYEHHE TPEX JIeT He ObLIa JOCTUTHYTA. A HCIIOJIb30BAaHHE THIIOMETIIIHNPYIOIIEH npedasbl nepea
HU3KOJIO3HBIM I[UTOCTAaTUYECKUM BO3JEHUCTBUEM (LHUTapaObUH M UIApyOUIIMH B MAalbIX [03aX)
1o3BoJuiI0 y 87% GonbHbIX ¢ OMJI, TpancdopmuposaBmmmes uz MIC (kpaiine HeOmaronpusTHas
rpyIma) KOHCTaTUPOBATH TOCTUKEHUE TTOJIHON PEMHUCCHH.

Takum oOpazom, mpoBeneHue mpendazbl TUMOMETHIUPYIOUIMM IMpPEnapaToM MO3BOJSET
MPEIIOJIOKUTh YBEIMUECHUE XHMHOYYBCTBUTEIBHOCTH OITYXOJEBBIX KJIETOK K IOCIEAYIOIIEMY
[ATOCTATUYECKOMY BO3JICCTBUIO, YBEJIMYEHHUE 4YACTOTHI JOCTIDKEHUS TIONMHBIX PEMHCCHH C
OTCYTCTBHEM MHUHHMMAJIBHOW OCTATOYHOW TOMYJSIIMA M, COOTBETCTBEHHO, YBEJIIMYEHUE UHCIIA
o6ompHBIXx MJIC ¢ u30ObiTkOM OnacToB W oOCTphiMU Jeiko3amu u3 MJIC ¢ giurensHbIM
0e3peluIMBHBIM TeYeHHEM 3a00JIeBaHNUS.

O} heKTUBHOCTH COYETAHHOTO MPUMEHEHUSI TUIIOMETHIMPYIONIUX TMPEnaparoB C MajbIMHU
no3aMu  nurtapabmHa u upapyoununa coctaBiasier 40%. B OI'BY HMMUIL remartomorun
MPUMEHSIETCS CIIEyIoIIas CXemMa Tepanuu: aenutabu -20 Mr/M?- B/B 1 yacopas unopy3us -1-3 qau
VUM Q3aLATHANH-75 MI/M? - IOIKOXKHO, 1 pa3 B AeHb-1-3 aHu, yepes 24 yaca mocie OKOHYaHUS
BBE/ICHHS JenuTabuHa( a3alUTHANHA) -Ha4aJI0 BBEICHHS MIapyOUIIHA U IUTapaOrHa,
uaapyounuH- 3 mr/m?- B/B- 20 MUHYyTHas uH(Qy3us - 4-10 nuu, nurapadbun  -10 Mr/M? Mr X 2 paza B
JeHb —TI0AKOKHO0-4-17 muu. [lpu pa3BUTHH aria3uu KPOBETBOPEHUS WITH TSIKEIBIX
WH(EKIIMOHHBIX OCIOXHEHHUI BO3MOXHO MPOBEEHUE 3TOTO Kypca 10 YKOPOUESHHOMY BapHUaHTY:
UIapyOUITMH B TeUeHUe 5 qHel U ruTapabuH B TeueHue 7 aHei. OTHAKO JKeIaTeNIbHO TTepBhIe

KYpCBI IPOBOJIUTH B T€UECHHE 17 THEH.

Hcnonb3oBanne Manpix 403 MendanaHa ObUIO HCCIEIOBAHO B JBYX IPOCIEKTHUBHBIX
KOTOPTHBIX HCCJIEIOBAHUAK, KOTOPBIE CyMMapHO BKJIodanu 42 GompHOro MJIC BBICOKOTO pHCKA.

OO6umii orBer mpu 3ToM coctaBui 38--40%, a TOKCHYHOCTH OblJIa MUHUMAaJbHOW. BeposTHOCTBH
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OTBETa Ha TEpanuio Obl]a CaMOil BBHICOKOW Yy MAllMEHTOB C THUIOKJIETOYHBIM KOCTHBIM MO3TOM,
U30BITKOM ONACTHBIX KJIETOK M HOPMAJIbHBIM KapuOTHUNOM. TakuM oOpa3oM, JOCTYIHBIE JaHHBIC
OTPaHUYEHBI, YTO HE TO3BOJIET PEKOMEHI0BATH JIaHHYIO TEPAIUIO B KAUECTBE PYTUHHOTO METO/A.

Y Gonpubix MJIC, mpotekaromum ¢ 0J1aCTO30M, BO3MOXKHO OCYILECTBIICHHE Tepanuu 6-
MepkarronypuoM. [Ipenapar HasHauaroT B 1o3e 60 Mr/m® per 0S 3a 2 mpueMa B IIOCTOSIHHOM
peKUMe ¢ KOppeKUHUei 1036l UM OTMEHOH MpU Pa3BUTUM TTyOOKOH muronenuu. [lpu cHIKeHUH
ancna reiikonuros Menee 3,0 x 10%11 no3a npenapara cHmkaercs Ha 25%, menee 2,0 x 10%/1 na
50%, a mpuw mageHWUM 10 KOHIEHTpamuu MeHee 1,5 X 10%n ormensiercs 10 BOCCTAHOBJICHUSA
MoKa3aresiei, Korja JiedeHHe MOXHO OyneT BO300HOBHUTH. Tepamusi 6-MepKanTOMypuHOM, Kak
IPaBUJIO, PACCMATPUBACTCS HCKITIOYUTEIBHO B KAUECTBE MAJUTMATUBHOTO MOIXO/A.

Takum oOpasoM, aJsl MOXWUIIBIX OOJBHBIX TEpamueil BbIOOpa OCTAaeTCs Tepamus HU3KOH

WHTEHCUBHOCTH -- B OCHOBHOM MJILI.

5.5. 'mnomernupymme npenaparbl

Azarutuaud  (5-asanmtuaun) u o genutabuH  (5-a3a-2'-1e30KCUIMTUIAMH) OTHOCAT K
OPUTHHAIBHOMY KJacCy XMMHOTEPANIEBTHUECKUX MPENapaToB -- THIOMETHINPYIOIUX areHTOB WK
unruouropoB JIHK-metuntpancepassl, (epmeHTa, OTBEyaromero 3a METUIMPOBAHHE BHOBb
cunresupyemoit JIHK. AsanuTuauH sBII€TCS HYKJICO3WIHBIM aHAJIOTOM LHUTHJIMHA, B MOJIEKYJE
KOTOPOTO YTJIepOoJ B S5-I MO3UIMU MUPHUMHUIMHOBOTO KOJIBIA 3aMEIIeH Ha aToM a3ora. Jlenuradbun
SBIISIETCS CXOIHBIM MPOM3BOIHBIM, HO YXK€ J€30KCHIUTHIMHA. JloKa3aTenbcTBa 3(PGEKTUBHOCTH
3TOr0 Kjacca TMpernaparoB ObUIM TOMXY4e€Hbl B XOAE IPOBEACHUS CEepUM yOeAMTEeNbHBIX
MPOCTIEKTUBHBIX PaHJIOMH3UPOBAHHBIX UCCIIETOBAHHA.

B cesepoamepukanckoe uccinenoBanre CALGB (Cancer and Leukemia Groupe B) 9221
obu1 BrutoueH 191 GonbHo# (46% mpomexyTouHoro-2 um BeicOKoro pucka mo IPSS) co Bcemu
Mopdonoruueckumu  BapuantaMu MJIC. DBonbHBIX paHIOMH3MPOBAIM JMOO Ha Teparuio
azaruruauHoM (75 MI/M> MOJIKOYKHO B TeUEHUE 7 JHEH) KaxkIple 28 nHel He MeHee 4 ITUKIIOB, 00
Ha JIy4lIyl0 CONPOBOJUTENbHYIO (CHMIITOMAaTUYECKyl0) Tepamnuio B TedeHue 4 mec. Ha tepamuio
a3alUTUANHOM OTBeT ObuT monydeH y 60% OonpHbIX, U3 HUX [IP nocturmu 7%, YP -- 16% u
reMaToJIOTHUecKoro yiyumenus -- 37%. B rpynme conpoBOOUTENbHOM —Tepanmuu  ObLIO
JOKYMEHTHPOBAHO JIMIIb YITyYIIEHHE TeMaTOJIOTHYEeCKUX Tokaszareneid B 5% ciydaeB. Mennana
BPEMEHHU JI0 TOCTH)KEHUS IIEPBOTO W HAWIIY4IIETro OTBeTa cocTaBmiia 64 n 93 1HS COOTBETCTBEHHO.
[TporpeccupoBanne B OMJI, kak mepBoe HeOIArompusiTHOE CcOObITHE, KOHCTaTHpoBaHo y 15%
OOJIBHBIX TIPU JICYCHUH HA a3alMTUAMHOM NpoTHB 38% Ha CONMpPOBOIUTEIBHOM JieueHuu (P =

0,001). Menuana Bpemenu a0 tpanchopmarnuu B OMJI okaszanack 00bie y GOJBHBIX B TPYIIIE
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neuenus azarurtuauHoM (21 mec mpotus 13 mec; p = 0,007). CMepTHOCTD, CBSI3aHHAS C JICYEHUEM,
B TpYIIeE JICYCHHUS a3auuTUAUHOM He mpeBbicwia 1%. ITockonbKy MO YCIOBUSM MPOTOKOJA IO
UCTEYCHUU TepBhIX 4 Mec OONIbHBIE M3 TPYHIBI COMPOBOIAMTEIBHON TEparmuu MOTJIH IMOJIy4aTb
a3alUTHINH, HE OBLIO CyIeCTBEHHBIX pasnunii B Mmeauane OB (20 mec npotus 14 mec; p = 0,10).

B npocniektuBHOE MHOTOLIEHTpOBOE uccienoBanue 3-i ¢gazpl AZA-001 Obuto BKITFOYEHO
358 6ompHBIX MJIC mpeumyIecTBEHHO MPOMEKYTOYHOro-2 U BbICOKOro pucka mo IPSS (89%).
Jlu3aiiH MpOTOKOJIA TpeayCMaTpHBal PaHIOMHU3AIMIO OOJBHBIX HAa TEPanHI0 a3auuTuauHOM (75
MI/M? MOJKOXXHO B TE€YCHHE 7 JHEH) B BHJE 28-THEBHBIX IMKJIOB WM HA OJWH U3 TPEX METOOB
TPAIUIIMOHHOTO JeueHus. OnperesicHHe BapHaHTa TPATUIMOHHON TEepaluH IPEJI0CTaBISIIOCH
JedaiieMy Bpady g0 mporeaypsl pangomusanuu: 105 (59%) -- mydmas compoBOIUTEIbHAS
Teparms; 49 (27%) -- MJILL (20 mr/m® B Teuenme 14 mmHeil) xaxasie 28 mueit u 25 (14%) --
WHTCHCUBHAs Tepamusi mo cxeme «7 + 3». MeaumaHa KOJIMYECTBA LHUKIOB JUIsS a3allUTHIHHA
cocraBuna 9, migs ML -- 4. TIP nocturnu 17% GonbHBIX B TpyImime azauutuauHa npotus 8% Ha
tpaauuuonHoit Tepamuu (p = 0,015), UP -- 12% nportus 4% (p = 0,0094) u remarosoruyeckoro
yayumenuns -- 49% mnportus 29% (p < 0,0001). Menuana Bpemenu no tpanchopmanuu B OMJI
TaKke ObLIa Jydile mpu jgedenun azamuruanaom (17,8 mec nporus 11,5 mec; p < 0,0001). Mtorom
UCCIICIOBaHMS SIBUIOCH 3HaunMoe yinydmeHrne OB B rpynme azanuruauna: mequana OB 24,5 mec.
npotuB 15 mec (p = 0,0001); 2-neruss OB 50,8% npotus 26,2% (p < 0,0001). AzanutuauH, B
nenioM, tipeBocxoauin ML mo addextuBHOCTH M Oe3omacHocT: Mennana OB 24,5 mec mpotus
15,3 mec (p = 0,0006); cymmapHasi 4acToTa reMaTOJNIOTMYECKON pemuccHu W yiyuinenus 84%
npotuB 37% (p < 0,001); HezaBHCHMOCTH OT TpaHC]y3Hil KOMIOHEHTOB KpoBu 45,2% mpoTus
13,3% (p = 0,04). AzanutuauH Obul 3(PPEKTUBHBIM Yy TMALUCHTOB C HEOJIArONPUSTHBIMU
[IUTOTCHETHUECKUMHU a0eppalMsMi, B YacTHOCTH C MOHOcoMuer 7 xpomocombl wim del(7Q).
Haubonee 4acTbIMM HeXeNaTENbHBIMU SIBICHUAMHU 3--4-i1 cTeneHW ObLTM LIUTONEHUH TpPU BCEX
BapHaHTaX JICUYCHHUS.

Eme B oOgHOM HEIaBHO TMPEICTABICHHOM WCCIEIOBAaHHWM, KacarolleMcsl Teparuu
azaruTuauHOM 282 GonbHBIX MJIC BBICOKOTO WM TPOMEXyTouHOTro-2 pucka mo IPSS, Owuio
MOKa3aHo, YTO YXYAILIAIOT BEPOSTHOCTh OTBETA MpealecTBytomee npumenenne M/IL, komuuecTBo
OJIaCTHBIX KJIETOK B KOCTHOM Mo3re Oojee 15% u HainyMe CIOXKHBIX HapyUIeHUH KapuoTUIA.
[Inoxoii  comaThyeckui  cTaryc, TIpynma  MOPOMEXKYTOYHOTO U HeOJIaromnpusiTHOro
IIUTOT€HETHYECKOTO PHCKA, OJIAaCTEeMHUs] M BBICOKAsl MOTPEOHOCTh B TPaHCPY3MOHHON TOIIEPIKKE
(Oomee 4 enuHMIl SPUTPOLIUTHOM Macchl B TeYeHHWE 8 HEO) KOPPETHpPOBAIH C HHU3KHMHU
nokazarensimu OB.

B wuccnenoBanue 3-it ¢aszer D-0007 Oputo BrmroueHo 170 OGompHBIX MJIC Takke

NPEUMYIIIECTBEHHO IPOMEKYTOUYHOr0-2 ©  BbiCOKoro pucka mo IPSS (70%). BonbHbIX
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PaHIOMHU3HPOBAIM B PABHOM COOTHOIICHHH TOIy4aTh aeruradun (15 Mr/mM° B Buje 3-4acoBoil B/B
uHy3un 3 pa3a B CyTKH B TeueHue 3 JHEH) Kaxaple 6 Hex, TUO0 JTyYIIy0 CONMPOBOIUTEIHHYIO
Tepanuio. B cpeaneM OospHBIC MOMYYHIH 3 LUK Tepanmuu aenuraduHoM. OO0mas yacrtora Beex
OTBEeTOB cocTaBwia 17% B rpymnmne genuraduHa, B TOM 4Hciie MOJHBIX -- 9%, B TO BpeMs Kak Ha
COIPOBOAUTENILHON Tepanuu oTBeTUBIINX He OblI0 (p < 0,001). Meauana mpoao/KUTEIBHOCTH
reMaToJIOrMYecKoro OoTBeTa Ha JenurtabmH cocraBwia 10,3 Mec u  compoBoXIanach
HE3aBUCHMOCTBIO OT reMoTpancdy3uii. Menuana Bpemenu a0 Tpancpopmanuu B OMJI unu cmeptu
OKa3aJIiCh MPOIOJDKHTENbHEE B Tpymme aeruraduna (12 mec nporus 6,8 mec; p = 0,03), oxnako,
yayuairenuss OB He npousonuro (Mmeauana OB 14 mec mpotus 14,9 mec; p = 0,636).

B HemaBHO OmMyOJMKOBAaHHOM E€BPOTCHCKOM MHOTOIICHTpOBOM uccienoBannu 06011,
BBITIOJTHEHHOM Tpynmod 1o wuccienoBanuio Jeiiko3oB EORTC wu T'epmanckoid Tpymmoi 1o
uzydennto M/IC, Takxe Obliia BBIMOJTHEHA CPaBHUTENbHAs OlleHKA d()(PEeKTUBHOCTH AeUTa0MHA U
Jy4lield COMPOBOAUTENbHON Tepanuu. B obmielt cioxkHocTH ObUIO peKkpyTUpoBaHO 233 OOJIBHBIX
MJIC, Gombiedi 4acThiO MPOMEXYTOYHOro-2 u Bbicokoro pucka (93%) B Bo3pacre 60 seT u
cTapIe, HesBISIOMUXCS KaHAUIaTaMH JIJIi MHTCHCUBHOHN Tepanuu. JlenuTaOuH Ha3HAYalM B J03€
15 mr/M’ B BujJe 4-yacoBoil nHQy3un 3 pa3a B JeHb B TeueHue 3 IHEH Kaxabie 6 Hen. B rpymme
nerutabuna 13% Oonbubix gocturiau [P, 6% -- UP u 15% -- remMaTtonoruyeckoro ymydlieHHs.
CpenHee 4uciio KypcoB JaeruTabruHa ObIJIO PaBHO YETBIPEM, UTO MPUOIM3UTEIHLHO COOTBETCTBOBAJIO
6 w™ec seuenus. IlpuMeHeHue pAenUTa0MHA COMPOBOXKIAIOCH 3HAYUMBIM  YITYUIICHHUEM
BBDKHBAEMOCTH, CBOOOIHOM OT mporpeccupoBanus (Menuana 6,6 nporus 3 mec; p = 0,004). B atom
MCCIIEIOBaHUHU TaKXke He ObLIo monyueHo ynyumenus OB (menuana 10,1 mpotus 8,5 mec; p = 0,38)
u BpemeH#u 10 Tpancopmanuu B OMJI (menuana 8,8 npotus 6,1 mec; p = 0,24).

HaunbGonee ynoOHOM ¢ MpaKTHUECKUX MO3UIIUNA SBJISETCS CXeMa Ha3HAYCHUs JelUTa0nHa B
BUJIe YacoBoii nH(py3uu 1 pa3 B nens B q03e 20 MI/M? B Tedenue 5 nHel. JlaHHas cxema B yCIOBHSIX
PaHIOMU3UPOBAHHOTO HCCIEI0BaHUs Toka3ana npeumyinectBo nmpu MJIC mo cpaBHEHHIO ¢ ABYyMS
JPYTHUMH pexuMaMH, BKimodast 20 Mr/m> oIKoKHO B TedeHne 5 areit u 10 mr/m’ B/B B Teuenne 10
nueit. Yacrora I1P Ha mamnHo# cxeme cocraBmia 39% mnporuB 21% u 24% coorBercrBenHo (p <
0,05).

B cBeTe OTCYTCTBUSI MPSMBIX CpPAaBHUTEIBHBIX HCCIECIOBAHUN MEXAY a3allUTHUIAHOM U
JIEIUTa0MHOM HEBO3MOXHO CJeJlaTh OKOHYATEIhHOE CYXKICHHE O TIPEUMYINECTBE OJIHOTO
npenapara no OTHOLIEHHUIO K ApyroMy. TeM He MeHee, ynydmeHne OB, npoaeMOHCTpHUpPOBaHHOE B
MCCIICTOBAHMSIX a3allUTUIMHA TIO3BOJISIET pacCMaTpPHUBATh €ro B KayeCTBE MPEANOUYTUTENsHOT0. Ha
OCHOBE BBINIEU3IIOKEHHBIX JaHHBIX, 00IbHBIM MJIC TpOMEXYTOUYHOT0-2 MIIM BBICOKOTO PHCKA TIO
IPSS, xoTopbie He SABIAIOTCS KaHAMAATaMU 11 MHTEHCUBHON «OMJI-momo0HOM» XUMHUOTEpaTuu

win ano-TI'CK pekomenayercss npuMeHeHne asanutuauaa (pexomenoayust yposHs A). BorbsHBIM
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MJIC npomMexyTodHOro-2 WJIM BBICOKOTO pucka 1o IPSS u3 muToreHeTH4ecKoil Tpymnibl II0X0TO
MPOTHO3a, Y KOTOPHIX HET MOTCHIIMAIBLHOTO JOHOpPA CTBOJIOBBIX KIIETOK, W TPAHCILIAHTAIIUS
TEXHUYECKH HEBBITOJHMUMA, TAK)KE TIOKa3aHa Tepanust a3auuTuanHoM (pexomenoayust yposus B). U,
HAKOHEIl, a3allMTUIMH MOXXET HCIIOJIb30BaThCSl B KayeCTBE AIbTEPHATUBHOIO Iperapara s
UHIYKIIMH PEMHUCCUU y OOJIBHBIX, HEBXOISIIUX B IUTOICHETHUECKYIO TPYIIY IIOXOr0 MPOTHO3a,
HO TaKXXe HE MMEIOIIHMX MOTCHIIMATBHOTO IOHOPA CTBOJIOBBIX KJIETOK (pexomenoayus yposrs B).
Anamu3 s¢ddextuBHoctn aeuuradmaa uccienoBan B ['HI[ (MockBa) y 30 OONBHBIX B
Bo3pacte 24--77 nmer (memmana 49 ner), uz Hux ¢ MJIC -- 20 yenoBek, OMJI ¢ npuzHaKamu
Muenoauciuiazun -- 8 ¥ XMMII -- 2. Jlenutabun HazHavyanu B 103¢ 20 Mr/M2 B/B B Teuenue 5 JTHET.
Tepamnus okazanach d¢dpextuBnor y 14 (47%) 6onpubix: 1P -- 6 (20%); YP -- 3 (10%); xocTHO-
Mo3roBas pemuccus -- 5 (17%). Meauana npogoikuteibHOCTH oTBeTa cocTaBmia 10 (2,4--32) mec,
OB -- 15,5 (0,7--37,1) mec. Meauana Bpemenu 10 tpanchopmarmu B OMJI -- 10 (1,1--13,4) mec.

JlemmuTaOMH MOKHO MCIIOJb30BaTh B ABYX PEKMMAaxX BBEJACHUS:

. 20 mr/m* B Buje 60-MuHyTHOIN MHMY3HK 1 pa3 B aeHb B aHH 1--5 Kaxsie 28--35
oHen

unu

. 15 mr/m? 3 pasza B JieHb B BHJIe 3-4acOBOH B/B MH(Yy3uu B AHU 1--3, Kaxkabie 6 He.

[Ipu orcyrcTBUM mporpeccuu 3abosieBaHusl 3((HEKTUBHOCTh TEPAIllUU CIEAYET OLICHMBATh
nocie 4 xypcoB. Ilpu monoxurensiom otBere (ITP, YP wmim KOCTHO-MO3roBas peMHCCHS,
reMaToJIOrM4ecKoe  yIydllIEeHHE) TEpanuio ClIeLyeT MpOJOJDKUTh JO MOMEHTAa Ppa3BUTHS
BBIP)KEHHOMN TUITOMNJIa3UM KPOBETBOPEHUS HIIM MPOTPECCHU 3a00IeBaHHUS.

A3alMTHANH HA3HAYAIOT B J03€ 75 Mr/M> moAKokHO 1 pa3 B cyTky B aHU 1--7 kaxknsle 28

aHeil. CycneH3uio mpenapara clieyeT TOTOBUTb HENOCPEJICTBEHHO Iepe]l HCIOJIb30BaHUEM.
[TOTOBYIO CYCIIEH3HMIO MOKHO XpaHUTh nipu Temreparype 25 °C e Gosee 45 mun, npu 2--8 °C He
6onee 8 u. Ilpu 3amMOpaKUBaHUM CYCHEH3MM a3allUTHIMHA B MOJUIPONMUICHOBBIX LINPHUIAX IO -
20 °C npemnapat coxpaHsul CBOM CBOWCTBA Mpu XpaHeHuu 10 14 nuei. [lepen BBeieHHEM GOIBHOMY
pactBop corpesarot 10 20--25 °C.

IIpu otcyrctBuM mporpeccun 3aboneBaHMs 3(P(PEKTHBHOCTH TEparuud HEOOXOIUMO
oueHuBath mocie 6-ro kypca. Ilpu monoxutensHom otsere (I[P, YP wmmm kocTHO-mMO3roBast
peMHcCcHsl, TeMaTOJIOrMUecKoe yIy4IlIeHne) Tepanuio CiIelyeT MPOJOJIKUTh 10 MOMEHTa Pa3BUTHS
BBIPQXCHHOW THUIIOIUIA3MM KpPOBETBOPEHUS WM TNporpeccuu 3a0o0yieBaHUs, TPU OTCYTCTBHH

B(IJ(I)CKTa HJIN IIPOTrpeCCUU IMMOKa3aHa CMCHA TaKTUKH TCpaIlliU.

5.6. 'eMono3THYecKHe (paKTOPBI pocTa
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[Tpumenurensuo k M/IC Hu3KkOTO M MpomekyTouHOro-1 pucka o IPSS ogHo# u3 moaxomoB
JeueHHst pepaKkTEePHBIX aHEMUH SBJISIETCS Ha3HAUSHHE MTPETapaToB, CTUMYIHPYIOLINX SPUTPOIIOA3.
[lpuMeHeHHe SPUTPONOITUHOB (IMO3TUH o W [, AapOdMOITHH 0) TMO3BOJSET IOBBICUTH
KOHIIEHTPALUIO TeMOrJI00MHa, YIy4IIUTh KAa4eCTBO >KU3HU OOJIbHBIX, OTKA3aThbCA WM YaCTHYHO
CHU3UTh MOTPEOHOCTh B 3aMECTUTENBHOW Tepamuu SpUTPOLUTHONM Maccoi. YactoTa oTBeTa Ha
Monotepanuto spurponodtuHaMu (BI10) mpu MJIC Ge3 yuera mokaszareneit sugorennoro D110
HeBbicOka W He mnpeBbimmaer 20%. HasnaueHuwe mnpenaparoB, CTUMYJIHUPYIOIIUX JPUTPOIIOI3,
HEOOXOMMO OCYIIECTBIIATH TOJBKO MOCIEe U3MEpEeHUs KoHIeHTpamuu sugoreanoro D110 (1). Tlpu
€ro coJepaHuu B ChIBOpOTKe KpoBu Oosiee 500 ME Tepamusi 3putpomnodTHHaMu Oecroyie3Ha.
Taxoke KpaifHe HU3KAa BEPOSTHOCTH TOJYYEHHUS OTBETAa HAa IPUTPONOITHHBI MPU OOHAPYKECHUU
«y3koro» (menee 10%) kpacHOro poctka mpH aHainu3e Muensorpammbl. C y4eTOM NPHBEICHHBIX
KputepueB 3OPEKTUBHOCTh MOXKET COCTaBIIATH 0K0J10 60%.

Haubonee uzyuennsim siBisiercs npumenenue npu MJIC snostuna o u B (peKoMOMHAHTHBII
YeJI0BEYECKUI 3puTpono3TuH -- pudIl0).

CymectByerT, 1o KpaifHeil Mepe, 1Ba paHJOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX HCCIICIOBAHUS
3-ii (pa3bl, B KOTOPBIX oleHUBaNIM Hcnonb3oBanue pudIlO B cpaBHeHNM ¢ 1uianebo. B nepBoe Obuin
BkitoueHbl 20 60mpHBIX PA 1 PAKC. bonbnbie nomyuyanu pulIlO B go3ze ot 1600 u 3200 ME/kr 2
pas3a B Henemo BHyTpuBeHHO. OTBET B TpyIIe Teparuu OblT JOKYMEHTHpoBaH B 12,5% ciydaeB u
HU B OJHOM Ha ruiane6o. Bo BTopoe uccienoBanue Obutn BKIOUeHBI 87 6onmbHBIX PA, PAKC m
PAUB (6nactabie kineTku He 6onee 10%) co CHMKEHHEM KOHIEHTpanuu remMorioouta menee 90
r/n. [Maruentsl nonydanu pulllO B goze 150 ME/kr B eHb MoikoXHO B TeueHue 8 Hea. Yacrora
Bcex oTBeToB cocTaBmwia 36,8%. bomsabie PA 1 PAKC, 6e3 moTpeOHOCTH B reMOTpaHCy3UsIX 10
Havana JiedeHus pudllO u ¢ HU3KUM CTapTOBBIM cojepkanueM sHporeHuoro D10 (menee 150--
200 ME/mir) umenu Oosiee BBICOKHME IIAHCHI JOCTHYh OTBeTa. Ilo manHbIM Poccmiickoro HUU
remMartojioruu u nepenusanus kpoBu @PMBA Poccun yacrora orsetoB no kputepusm IWG2000 va
moroTeparmuto DI10 npu MJIC cocraBuna 35,7%, 4Tto coBmamaeT C MpEACTABICHHBIMH BBIIIC
paboTamu.

D¢ dextuBHOCTE KOMOMHUpOBaHHOTO mNpuMeHeHus pudIIO u I'-KCD Obuta onenena B
HECKOJIbKUX PaHJOMHM3HPOBAHHBIX HcclefAoBaHUsAX 2- u  3-if ¢a3. Haubonee Becomsble
JoKa3aTenbeTBa AP(HEKTUBHOCTH JaHHOW KOMOMHAIMU ObUIM TOJY4YEeHBl B pe3ysbTare MPOBEACHUS
BocrouHoit  koomepupoBaHHOW  oHKosormyeckoit  rpymmoii  (ECOG)  mpocreKTHBHOTO
paHAOMH3HpOBaHHOTO uccienoBanus 3-d ¢aszer (E1996). B mportokonm Obutk BkiItoueHsl 118
601bHBIX MJIC HH3KOro M NPOMEXKYTOYHOTo-1 pHcka, ¢ MOPQOJIOrMUECKUMH BapuaHtamu PA,
PAKC, PAUB (menee 10% 06acTHBIX KJICTOK B KOCTHOM MO3re) U Hempoaudepupyromum XMMJT

B CcoOOTBeTCTBHMU C Kkiaccupukanueit FAB. Ileas wuccrnemoBanus 3akiiodyanach B OIEHKE
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s dextuBHOCTH M Oe3onacHOCTH mpuMeHeHus pudlIO ¢ umu 6e3 mobasnenus [-KC®d. Yacrora
OTBETOB IO JIBYM Tpymnmnam cocraBmia 36% mpotuB 9,6% coorBerctBenHo. Yto kacaercs OB u
gactoTel TpaHchopmammu B OMJI, TO HHMKaKMX CYIIECTBEHHBIX Pa3IUYUid MEXAY TPYIIaMu
paHOMH3allUU HE BBISBICHO. DPPEKTUBHOCTh U 0€30MMacCHOCTh JAap03mo3THHa o ¢ uiau 6e3 [-KCD
y 60apHBIX nipeumytiecTBeHHO MJIC HM3KOTO MM MpoMexkyTodHOoro-1-pucka mo IPSS taxxe Obina
yOequTeNbHO TOKa3aHa B PsJie IPOCIEKTUBHBIX U PETPOCIEKTUBHBIX HccienoBaHuil. [lo naHHbIM
HEKOTOPBIX MCCIIEJOBAHUN 4acTOTa OTBETOB HA JapO3MOATHH 0L HECKOJBKO BbIIe, yeM Ha puldll0.
C npyroii cTOpoHBI, OOJIBIIUHCTBO 3KCIEPTOB MOJIAraeT, YTO SKBUBAJICHTHbIE A03bl pa3Hbix D110
00J1a1a10T CXOTHON KIIMHUYECKON 3(h(PEKTUBHOCTHIO.

BepositHOCTh 0TBeTa HAa KOMOMHHMPOBaHHYIO Tepanuio ¢ momousio pudllO u [-KC®D Brimre
y OOJIbHBIX ¢ HU3KHM cojepkanueM sHaorenHoro DI10 (menee 500 ME/mi) u orpaHuyeHHOM
HOTPEeOHOCTRIO B reMoTpaHchy3un (MeHee 2 eIWHMII SPUTPOIMTHONW Macchl B Mecsi). [lpu
HAJIMYUU JIBYX HEOJIaronpusiTHBIX MPU3HAKOB BEPOSITHOCTh OTBETA cocTaBisieT /%, ogHoro -- 23%,
a TIPH UX OTCYTCTBUU -- 14%.

Cnenyer mnomuyepkHyTh, uTo coueraHHoe mnpumeHeHue pudllO u I'-KCD naubonee

s dextuBHO y 60npHBIX PAKC mipu oTcyTcTBUM O0TBeTa Ha MoHOTepanuio JI10.

Tabnuna 13 PexoMeH1aniiu 10 HA3HAYEHUIO IPUTPOII0I3 CTUMYJIMPYIOLIUX NPENapaToB

[penapar CraptoBas 1032 pUTPOII0I3 [pu otcyrcTBum 3 dexra* yepes 6--8 Hen
CTUMYJIUPYIOLIUX MPeTnapaToB ynBauBaioT 103y 110 w/unu nobasistor I'-
KC® 300 Mkr B HEIEIO
DIo3TUH o 150 ex./xr 3 pasa B HEIEIIO; 300 ex./kr 3 pasa B HELIEIIO;
40 000 ex. 1 pa3 B Hememo 60 000 en. 1 pa3 B HEnemO
OmostuH 150 en./xr 3 pa3a B Henemo; 300 ex./kr 3 pa3a B HeleIwo;
30 000 en. 1 pa3 B HEnEIIO 60 000 en. 1 pa3 B HenemO
Jap063mosTH o 150 mxr (2,25 mkr/kr) 1 pas B Hezelo; 300 mkr (4,5 mkr/kr) 1 pa3 B Hezenio;
500 wmkr (6,75 mkr/kr) 1 pa3 B 3 Heq JT03Y HE YBEITMYHUBAIOT
[Ipumeuanue.

*Her nosbimenus koutenTpanuu Hb Ha 10 r/m u Gostee w/wti CHIXKEHUSI 3aBUCMOCTH OT TeMOTpaHcy3ui;

NpH AOCTHXKEHHUH LeneBoi koHueHTpaunu Hb 120--130 r/n 5pUTpOnOITHHEL OTMEHSIIOT.

B ciydae oTCyTCTBUS OTBETa IOCIIE MOBBIIIEHUS 03Bl 3pUTPONOdTHHA W/ qobasieHust [-KC®D B reuenue 6--8 Hen
TEpaInIo OCTaHABINBAIOT.

Mownotepanuto [-KC® y 60npabx MJIC He poBoasT (!).

HoBeiM 3Tamom B pazpabotke meronoB jeueHuss MJIC crano TecTupoBaHHE MpENapaTos,
CTUMYJIMPYIOITUX TPOMOOIO033 (POMHIUIOCTUM, dATpoMOomnar). B wacTHOCTH, OMyOIMKOBaHBI
pe3ybTaThl MHOTOIICHTPOBOTO OTKPBHITOTO HcciemoBanus 1/2 (as3pl, B KOTOpOM Oblia OlleHEHa
3¢ (heKTUBHOCT, M 0€30macHOCTh poMmuIuiocTuMa y OonbHbIX MJIC ¢ TpoMOoumuToneHWen u3

IPyNIbl  HU3KOTO WIM NpoMexyTouHoro-1 pucka. Cra0mibHOE TIOBBIICHHE KOJUYECTBA
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tpombonuToB cornacHo kpurepusm IWG 2000 610 gocturnyro y 46% OonbHBIX. CBsI3aHHBIE C
JiedeHrueM OcCIoxHeHus HaOmonanuch y 11% OonbHBIX. JIMHAMUYECKOE HCCIIEIOBAaHUE KOCTHOTO
MO3ra y 3TUX OOJIBHBIX MOKA3aJi0 TPAH3UTOPHOE YBEIMUYCHHUE KOJIUYECTBA OJIACTHBIX KIETOK Y 9%
OosbHBIX, a y 5% mnpowusonuia tpancopmarus 3adoneBanuss B OMJI Bo Bpemsi HCCIIEIOBaHMS.
WuunuupoBaHHOe B MOCHEAYIONIEM JBOMHOE  cJenoe  paHJAOMU3UpPOBaHHOE  IUIaredo-
KOHTpOJIMpyeMoe HuccienoBanne 3-i (aspl A TOW Ke KaTeropuu OONBHBIX OBUIO JTOCPOYHO
OCTAaHOBJICHO IO  COOOpakeHUSIM  OE30MacHOCTH, KacarollMMCS  TOBBIIICHHOTO  PHCKa
tpancopmanuu B OMJL. Tekymiue KIMHUYECKUE HCCIIEOBAHMS HANpaBJICHbl HA TECTHPOBAHHE
antpomOonara B Ka4eCTBE MOHOTEPANUU WJIM B KOMOMHALMSIX C APYTUMH JIEKapCTBaMU y OOJIbHBIX
MJIC ¢ TpomborurTonienneit wim BropudabiM OMIJIL. Crienyer moI4epKHYTh, 9TO MEKIyHAPOTHOES
MHOTOLEHTPOBOE  MCCIIEZIOBAaHUE [0 MPUMEHEHHWIO THIIOMETHIMPYIIETO0  mpemapara ¢
3MbTpOMOONIAroM OBLIO 3aKPHITO BCIEACTBHE 3HAYMMOTO yBEIWYEHHs YacTOTHI TpaHc(opMmaluu B
OMUJIL. Takum 06pa3zom, UMEIOLIMECS B HACTOAIIEE BpEeMs JaHHbIE HE MO3BOJISIOT J1aTh Kakue-Iu0o
PEKOMEHJAMK M0 WCIOJIb30BAaHUIO MPENapaToB CTUMYJIHpYROMUX TpoMoOomnod3 mpu MJIC B
MMOBCEIHEBHOW MPAKTHUKE.

Takum o0Opa3om, MO MHEHHIO DKCHEPTHOTO coobmiectBa, OombHbIM MJIC HU3KOTO H
npoMexyTouHoro-1 pucka no IPSS, ¢ ymepennoit u Tsxkenoit anemueit (remornodun menee 100
r/m), HU3KkUM cojepxkanueM 3HporenHoro O[O (menee 500 ME/mi) w/mnm ¢ orpaHu4eHHOM
NOTPEOHOCTRIO B TeMOTpAaHCPY3UsAxX (MeHee 2 eIMHHIl SPUTPOIMTHOM MAacChl B MECSI]) CIEIyeT
HauMHaTh Tepanuio npenapaTamMy 3M03THHA o WiK B B HayanbHOM no3e 30--60 teic ME B Henemto.
B nenowm, nokasarenbHas 6a3a, xacaromasics npuMmeHenust npu M/IC nap6smosTuHa o, ycTymaer
TAKOBOW JUISl DTIO3THHA O WUIM 3 B TUTaHE KOJIHMYECTBa M O0BEMOB HCCIieoBaHMs. TeM He MeHee,
NPEIoIaraeTcsi, 4YTo HMCIOJIb30BAHWE SKBHBAJCHTHBIX 103 ATOTO Iperapara COMOCTaBUMO IO

KIMHIYECKON 3((HEKTUBHOCTH C TAKOBOM 3M0ATUHA 0. Witk B (pexomendayus yposns D).

5.7. UMMyHOMOY/IMPYIOLIHE NPenapaThl

Ha ceromusmHuxX AeHb JOCTYNHBI JIaHHBIE psiia MPOCHEKTUBHBIX M PETPOCIIEKTHUBHBIX
HEPAaHJOMM3UPOBAHHBIX KIMHUYECKUX HCCIEAOBAHUN IO MPUMEHEHUIO TATUAOMUIA I JICUEHHUS
MJIC. OGocHoBaHMEM I 3TUX pabOT MOCIYKUJI AaHTUIUTOKWHOBBIM M aHTUAHTUOTEHHBIN AP PEeKT
ATOro Ipemnapara AJis MOBbIMIEHUS 3((HEKTUBHOCTH KpPOBETBOpEHUs. JleueHue TaauaoMUIOM B
KayecTBE MOHOTEpAlHM IMOMOIJIO COKPaTUTh WM Jake MOJHOCTHIO MPEKpaTUTh TpaHchy3uu y
HEKOTOpOro yucia OOJBHBIX, HO BO3MOXXHOCTH JJIMTEIbHON  Tepanuu  OrpaHUYEHbBI

HCBpOHOFH‘lCCKOﬁ TOKCUYHOCTBIO.
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JlenanmuooMua -- WMMYHOMOIYJIUPYIOLIHMA areHr, MPEICTABIISIOINI coboit
MOIU(HUIMPOBAHHOE MPOHM3BOAHOE Tanmuaomuna. [Ipemapar obnagaer IMHUPOKUM —CIEKTPOM
MMMYHOMOIYJIMPYIOIIEH, HNPOTUBOBOCHAJIMUTEIBHOM, LUTOCTATUYECKOM M aHTUAHTMOIE€HHOMU
akTUBHOCTEH. [IpenmMymiecTBOM JeHATUIOMIIA HAJl KCXOTHBIM TPErapaToM SIBJISIETCS OTCYTCTBHE
psi/ia HeXKeNaTeNIbHBIX SBJICHUN (Heiporarus, 3amopsel, cenaTuBHbIN 3¢ dekr). B xome nposeneHus
IBYX TMapajuienbHbIX uccienoBanuid 2-i1 ¢gassr MDS-002 u -003 Obuta mokazaHa BbICOKAs
s pexTuBHOCTH JeHamuaomuaa y 6onbabix MJIC ¢ del(5q). Mexanusm aeicTBHs mpernapara mpu
MJIC oOBsiCHSIETCS] IPSMBIM IIUTOCTATHYECKUM BO3JICHCTBHEM Ha MATOJIOTWYCCKHIA KIIOH KJIETOK C
del(5q) u ctumynupyrouM 3pHEKTOM B OTHOIICHUH HOPMATBHBIX SPUTPOUIHBIX KIETOK KOCTHOTO
Mo3ra.

B wuccnenoBanme 2-ii ¢azer MDS-003 Obuto Brimtoueno 148 tpaHc]y3nOHHO3aBUCHMBIX
00JbHBIX (MOTPEOHOCTH 2 U Oosee eAuHMI] pUTpouuTHOM Macchl 3a 8 Hen) MJIC HH3KOrO H
POMEKYTOYHOro-1 pucka ¢ HM30JIMPOBAHHOW WM KOMOWHUPOBAHHOH C APYrUMH alOepparusMu
del(50). BonpHBIX paHIOMHU3UPOBAIM B COOTHOIICHMH 1.2 mMojy4aTh OJUH W3 JBYX BapHUaHTOB
Ha3zHaueHUs jeHamuaomuaa: 10 mr/mens ¢ 1-ro mo 21-it nenp xaxnasie 28 nueit wim 10 mr/neHs
nocTosiHHO. He3aBucumocTts oT TpaHc(y3uil Obiia JokymeHtupoBaHa B 61 u 70% ciyuaes (p >
0,05). Memunana BpeMeHH 10 [OCTHKEHHS oTBera cocraBuiaa 4,6 (pasopoc 1--49) mexn. B
napauiensHoM  uccnenoBannn MDS-002 6puto HaOpano 214 GompHbix MJC CXODHBIX TIO
kputepusm Biirouenus, Ho O0e3 del(5q). Okazanock, uto y 25 u 27% OomeHbix (p > 0,05), B
3aBHCUMOCTH OT peXHMMa Ha3HaueHUs JICHATUIOMU/A, U Yy ITHX MallMEHTOB TaKXXe yJaJIoCh JOCTUYb
TpaHC(y3MOHHON HE3aBUCHUMOCTH.

B 2011 r. 6pu omyOnMKOBaHBI (PMHAIBHBIE PE3yIbTAThl KOHTPOJIUPYEMOTO HCCIIEIOBAHUS
3-it pazsr MDS-004 o onenke > dextuBHOCTH NeHamuaoMuaa y 205 Tpancdy3noHHO3aBUCHMBIX
oompabix MJIC Huskoro pucka c¢ del(5q). BonpHBIX paHIOMHU3MpOBAIM HA TPH TPYIIIBL:
neHanuaomun 5 unu 10 mr/cytku B nHu 1--21-if xaxapie 28 nuelt, 6o miamnedo. HezaBucuMocTtsb
oT TpaHcdy3uii Obla mokymeHTHpoBaHa B 43, 56 u 6% ciyuaeB cootBeTcTBeHHO (p < 0,001 mo
cpaBHeHHIO ¢ uiaie6o). [lurorenernueckuii otBet ObuT MoyueH y 25% (5 mr), 50% (10 mr) u Hu
onHoro OompHOro Ha manebo (p < 0,001 mo cpaBHenuto ¢ miane6o). CaMbIMH YacThIMU
HE)KeNaTelbHbIMU SIBJICHUSMH 3--4-i1 crenenn Obun HelTponenus (74, 75 m 15% cnydaes),
tpomborutonenus (33, 41 u 1,5%) u tpom603b1 Ti1yOokux BeH (1, 6 u 0%). Menuana BpeMeHH J10
tpancopmanu B OMJI He Obla TOCTUTHYTAa HU B OJHOMU rpynne, a menuada OB He pa3nnuanack.
KymynartuBueiii puck paszsutuss OMJI B rpynmnax c neHanuaomMunom cocraBui 16,8% 3a nBa u
25,1% 3a Tpu ronma neueHHs. ABTOpBI IOAYEPKUBAIOT, YTO HaOpaHHas KOropra BKJIIOYasa
MAIMEeHTOB C TPaHC()Y3MOHHOW 3aBUCHUMOCTBIO, JIOTIOJTHUTEILHBIMA XPOMOCOMHBIMU aHOMATHSIMU

nomumo del(5q) u KoaruecTBOM OJIACTHBIX KJIETOK B KOCTHOM Mo3re 10 10%, uTo memaeTr TpymHOM
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3amaueit oreHKy ckopoctu Tpanchopmaimu B OMJI. OnHO3HAYHO JIUITE MOXKHO YTBEPXKAATh, YTO
HUKAKOTO OYEBUIHOTO YBEIMYEHHUS YACTOTHI MPOTPECCHH MPH UCIOIH30BAHUU JICHATUIOMHUIA TIO
CpaBHEHHMIO C TUI1a1e00 HE OTMEYEHO.

AHanmu3 TporHocTHueckux (akTopoB mo oO0benuHeHHbIM naHHbIM MDS-003 u -004
MO3BOJIMJI WACHTU(PHUIIMPOBATh B KAueCTBE IMPEIUKTOPOB OJArOMPHUSATHOTO OTBETA HA TEPAIUIO
UHHUIMATIBHOE YKCI0 TpoMmbonuToB > 150 x 10%n (HR 2,5; p = 0,0008) u no3y snenanuaomuaa 10
mr npotuB 5 mr (HR 1,1; p < 0,0001). HeraTtrBHOE MPOrHOCTUYECKOE 3HAYCHUE MMEJIH BBICOKAS
ucxoaHas morpednocts B remorpanchysusx (HR 0,8; p < 0,0001) u Hanwuue AOMOJHHTEIBHBIX
xpomocoMHubIx abeppanuii momumo del(5q) (HR 0,5: p =0,0197).

C nomomipio cexBenupoBanusa JJHK B momynsmuum 6onpHbix MJIC HU3KOrO puicka u
uzonupoBanHoi del(5q) Obuta BeIsiBiIcHA MyTalust reHa TP53, kotopas 00bsCHSICT Oojiee BHICOKHI
puck TpaHnchopmanuu. [lokazaHo, yTO J0JIsA KiIETOK ¢ myramued TP53, yBennuuBaercs mo mepe
nporpeccupoBaHusi 3a0ojeBaHus. MYTHPOBAHHBIA CYOKJIOH MOXXET OBbITh HEUYBCTBUTEIIBHBIM K
JNEHCTBUIO JICHATUIAOMHUIA W TIOCTENICHHO IMOJIYYUTh CEJICKTUBHOE MPEUMYIIECTBO, HaBasi HAYAJIO
penuanBy 3a00JIeBaHUS MTOCIIE KPATKOBPEMEHHOM IIUTOTCHETUIECKON PEMHCCHH.

Takum 00pa3oM, Ha OCHOBAaHMHM HWMCKOIIUXCS JIaHHBIX, JICHAIUIOMHUJ PEKOMEHIYETCS
tpancdysuonHozaBucuMbiM  OobHBIM MJIC ¢ del(5q) (Makcumym ¢ OTHOH OJaronpusTHOM
TIOJIOMKOW ) MJTH YBETHUEHUS YHCIIa OJACTHBIX KJIETOK, U3 TPYIIITBI HU3KOTO WJIH MPOMEKYTOTHOT0-1
pucka mo IPSS, koTopbie HE SBIAIOTCS KaHAWIATAMH HA TEPAIHMIO 3PUTPONOITHHAMH WA HE
nonyunin 3 dexra ot ux npumeHenus. JleHanuaomua HazHavyaroT B 103¢ 10 Mr p.o. B 1--21-i1 1Hu,
Kaxaple 28 nued. OnTuManbHasi MPOIODKUTENBHOCTh TEPAUU JICHATUAOMHUIOB HE OIpe/aelieHa,
HO, TI0O BCEH BHJIUMOCTH, JIOJDKHA OBITH OrpaHWYCHA BPEMEHEM JO0 MOMEHTa HadJala
IPOTPECCUPOBAHUS MM 24 Mec 00mIel MPOAODKUTETFHOCTH JICUCHHUS B CIIy4ae COXPaHSIOMIETOCs
orBeTta. HacTosiTenbHO peKOMEHAYeTCsl BKIIIOUEHHE ITUX OOJIbHBIX B MPOCIEKTHUBHBIE PETHCTPHI C
[EeNbI0 MaKCHUMallbHO 0000IIUTh, HMH(OpPMAIHNIO, KACAIOIIYIOCS O€30MacHOCTH 3TOT0 METojAa
nedenus: (pexomenoayus ypoens C). bonbueie ¢ del(5q) ¢ ApyruMu JTOMOTHHUTEILHBIMH
XPOMOCOMHBIMH aHOMATUSIMHU Wi ¢ PAVB MOTyT OBITh BKIIFOUEHBI KIIMHUYCCKUE UCITBITAHUS WITH
MPOCIIEKTUBHBIC PETUCTPHI TI0 TePAIHK JICHATUIOMUIOM (pexomendayus yposus C).

B cBsi3u ¢ TeM, uTo neHanuaomMua B PO He 3apeructpupoBaH ¢ MOKa3aHUSAMH TSI OOJIBHBIX

MJIC, To Ha3HauYeHue ero He0OXOAMMO OCYIIECTBIISATh MO PEIIEHUIO BpaueOHOM KOMUCCHUU.

5.8. ©IMMyHocynpeccBHas1 Tepanus

OHpC,Z[CJ'ICHHOC CXO0ACTBO KIIMHUYCCKUX n MOp(I)OJ'IOFI/I‘-ICCKI/IX HpOSIBJICHI/Iﬁ

runorutactuaeckux Gopm MJIC u AA, a Takke KIMHMYECKHE HaOII0eHus, Kacatomuecs dhdexra
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MMMYHOCYTIPECCUBHOTO BO3JACHCTBHUS y OTACIbHBIX OONBHBIX, JICTJIM B OCHOBY TecTupoBanus AT
B KaUECTBE METO/a Teparuy B IByX UccienoBanus 2-i u 3-it ¢a3. [lo 00beAMHEHHBIM TaHHBIM 3TUX
poeKTOB OTBeTWIIM Ha Tepanuio 30% OGONBbHBIX C KOJTMYECTBOM OJACTHBIX KIETOK B KOCTHOM MO3Te
menee 5%. B curyannn PAKC wim PAUD BeposiTHOCTh OTBeTa HE3HaUMTEIbHA. B uTore, Bo3pact
no 60 mer, rpynma Hu3Koro pucka mo IPSS, rumokierounas mopdonorus KOCTHOTO MO3ra,
HEeOOJIBIIION TepHo MpenecTByoomeil Tpancdysuonnoir tepanuun u skcnpeccus HLA-DR1S
SIBJISIFOTCST (JaKTOpaMH BEPOSITHOTO OTBETa HAa MMMYHocynpeccuBhyto Tepanuio (UCT). Hamnydmme
pe3ynbTaThl Jaer KomOuHupoBaHHas Tepanus ATI u  nukimocmopunom A (LICA). B
perpocriektuBHOM uccieaoBanuu IMRAW Obuto moka3aHo, 4TO MMMYHOCYNPECCHUBHAs Tepamnus
(xax komOuHausa ATI u LICA, Tak u MOHOTepanus JIFoObIM U3 3TUX mpenaparoB) yiayumraer OB u
BBIIl no cpaBHEHHIO C MOJEIBIO, KOTJa pPEANU3YyeTCs TOJbKO aJEeKBaTHAas COMPOBOAUTEIbHAS
Tepanus.

B ngpyroMm  HemaBHO  OmyOJMKOBAaHHOM  MPOCIHEKTHMBHOM  PaHIOMH3WPOBAHHOM
MHOTOLIEHTPOBOM HCCIEIOBaHMM 3-i  (pa3pl OBUIO BBIOJHEHO CpaBHEHHE S(PPEKTHBHOCTH
komMOuHatmu ATIT m LICA c anekBatHON compoBoaMTENbHOW Tepanueil y OonbHbIx MJIC
NPEUMYIIECTBEHHO HU3KOTO M MpOMexyTouHoro-1 pucka mo IPSS (74%). OqHuM U3 KpUTEpHCB
BKIIIOUEHUSI B TIPOTOKON OBUIO HalW4Yhe 3aBUCUMOCTA OT TpaHCPy3Uil HSPUTPOLUTOB WIH
TPOMOOLIMTOB, W/WIH TsbKenas HelTponenud. Tepanuto nomaguaeiM AT momyunnn 45 OONbHBIX B
teueane 5 ngHed w IICA BHyrps B Teuenme 180 pgHeilr, a napyrue 43 -- aJeKBaTHYIO
COIIPOBOJIUTENIbHYIO Tepanuio. Yacrora reMaTolOrMYecKHMX OTBETOB ObUIa 3HAYMMO BBIIIE IpPU
NCT, ueM Ha aJleKBaTHOW CONPOBOJUTEILHOM Tepanuu. B MHOrogakTOpHON MO/enH BEpOSITHOCTh
OTBETa B TE€YeHHE 6 Mec Tepamuy B 3HAYUTEIHHOW CTETEHW 3aBHCENa OT (pakTa THUMOIUIA3HU
KOCTHOro Mo3ra. YactoTa cepbe3HBIX HEKEeNaTeIbHbIX SBJICHUN, BKIIOYas KPOBOTEUEHHS,
KapJIuaJlbHble COOBITHSA, CBIBOPOTOUHYIO OO0J€3Hb, TPOMOO3bI M TsDKeNble HH(EKIUH, OblLia
3HAYUTEIbHO BBIIE B TIpylne HMMYyHocynpeccuBHOM Ttepanuu. [lo mokazarenssm OB u
BBDKMBaeMOCTH 0e3 Tpanchopmammun B OMJl HUKaKMX pa3nuumii MEXIy TpYIIaMH HE
00HapyxeHO. BO3MOXXHO 3TO CBSI3aHO C MPOTPAMMOM HCCIIEIOBAHUS MOCKOJIBKY MaIlieHTaM ObLT
paspemien nepexon B rpynny AT m LICA B ciaywae mporpeccuu 3a0ojeBaHUsI MM B ciydae
OTCYTCTBHS OTBETa MOCJE 6 Mec JIeUeHusl.

B wuccnemoBanme T['HI[ (MockBa) Obutd BKIIOYEHBI 52  OONBHBIX  Pa3HBIMH
Mopdomornueckumu Bapuantamu MJIC, kotopsiM ipoBouiau monotepanuio [{CA B mo3e 5 mr/kr
BHYTpb. O0mast 3ppekTuBHOCTh Tepanuu coctaBuia 56 u 55% (1-1 u 2-1 nuauM Tepanuu), a [1P
nocturmd 19 u 20% OonbHBIX cooTBeTcTBeHHO. OB cTaTUCTHUecKM 3HAYMMO 3aBHCENa OT
KOJINYeCTBa OJaCTHBIX KIIETOK B KOCTHOM Mo3re (Menee 5% mnporus 5% wu 6omnee; p = 0,0009),

KJICTOYHOCTH KOCTHOTO MO3ra (THUIOIIa3us, 04aroBas Tuoriasus npotus runepiasuu; p = 0,03),
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HaAJIMYMe 0YaroBOM MOJMKIOHAIBHON TUMQOUAHON nHpMIbTpanuu B KoctHOM Mosre (p = 0,01) u
uToreHeTrueckux adepparwmii (p = 0,001).

Takum 00pa3oM, Ha OCHOBE MUMEIOIIMXCA AaHHBIX, KomOuHupoBaHHyto MCT ¢ momormrsio
ATT u opansHoro npuema [{CA B TedeHne 6 Mec cieayer paccMaTpuBaTh B Ka4eCTBE BBIOOpA s
0onbHBEIX MoOJIOKe 60--6551eT, ¢ KOJIMYECTBOM OJACTHBIX KJIETOK B KOCTHOM MO3re MeHee 5%,
HOPMAJTHHBIM KapPHOTHUIIOM HJIM TPUCOMHEH 8 XPOMOCOMBI, TeMOTPAHC(PY3HOHHON 3aBUCHMOCTHIO
MeHee 2 JIeT, KOTOpbIe HE SIBISIOTCS KaHAMJATaMH Ha JICYCHHE POCTOBBIMH (aKTOpAMHU, WIH
Tepanusi KOTOphIMU OKazanach HedhdextuBHOM, ¢ TeHOoTUIIOM HLA-DR15, Munumansueim ITHI -
KiIoHOM (pexomenoayuss yposus A). Ha ocHoBaHum ombiTa POCCHIICKHX HCCII€I0BATEIbCKUX
[IEHTPOB TIPECTABIICTCS BO3MOKHBIM PEKOMEHIOBaTh mpoBeneHne mMoHotepanuu LICA s Toid
K€ Kareropuu OOJBHBIX, a TaKXke OOJBHBIM C OJaronpHUATHBIMH BapHaHTAMU KapHUOTHIIA H
Tpucomuei 8.

[IpoBenenne UCT 6GoapabiM MJIC moxker naumHaThes ¢ HazHaueHus LICA. Ilpu ero
Hed(P(PEKTUBHOCTH B TeueHHE 3--6 mMec menecoobpasno nposenenue kypca ATIT B goze 20 mr/kr B
CyTKH B JqHH 1--5 B BUjC JIMTENHHON BHYTPHUBCHHOW MH(Y3HUH C IMOCICIYIONIMM BO30OHOBICHHEM
npuema [ICA. Bo3MOoXHBIM BapuaHTOM JIeUeHHUs SBJsieTCs Hadasio Tepanuu ¢ BBeneHuss AT B Tex
xe no3ax ¢ nocneaytomm HazHauenueM L[CA. Ilpu orcyrctBum 3dpdexta 0T KOMOMHUPOBAHHOM
HCT B Teuenue 6--9 Mec u OTCYTCTBUU Mporpeccuy 3a00JIeBaHUS B BUIC YBEIUYCHUS OJACTHBIX
KIETOK ¥ TIOSBJICHHE HOBBIX IIMTOTCHETHYCCKUX W3MEHEHWH, BO3MOXKHO BBHITIOJTHEHHE
CIUIEHPKTOMUU HJIM TOBTOpHOTO Kypca ATT.

OO0miass JIMTENbHOCTh Tepanuu AJid MAlUeHTOB, oTBeTHBINUX Ha nedeHue L[CA, momxHa
COCTaBJISITh He MeHee 24 Mmec (pexomendayus yposns C). IMMyHOCYIIpeCCHBHAs Teparusi Hauboee
ofpaBjaHa TPU THIOKIETOYHOW MOP(HOIOTHH KOCTHOrO Mo3sra (pexomenodayus yposms C).
Hmeromecs: Ha CEroJHSIIHMA MOMEHT JI0Ka3aTelbCTBa HE MO3BOJISIIOT PEKOMEHJIOBaTh KaKylo-

0o MNOAACPIKUBAIOINYIO TCPAITHUIO IMTAIIUCHTAM, OTBCTUBIIINM Ha KOM6I/IHI/IpOBaHHYIO HCT.

5.9. CluieH3KTOMHUS

Crenskromust 'y 6onpHbIX MJIC B crpanax EC mnpumeHsieTcst peako, B OCHOBHOM Yy
OO0JIBHBIX C IITYO00KO# TpoMOouToneHne. B PD HakomuieH ONbIT BHIMOIHEHUS CITICHIKTOMUHU Y 33
6ompabIx MJIC. Yamie omepanuio MpOBOAWIN MPU TUMOKIETOYHOW MOP()OIOTHH KOCTHOTO MO3Ta
(75%). Y 16 (48%) GonbHBIX 10 CIUICHIKTOMHHU TpoBoamin komOuuupoBanuyio UCT. V 6 (18%)
OO0JIbHBIX OTMEUEHO YBEIMUYCHHE pa3mepa cene3eHku 6oree 15 X 8 cm. Kak addexT ot npoBeaeHus

cruteH3KkTOMuUM y 16 (48%) 6OIBHBIX OTMEUEHO CHUYKEHUE 3aBUCUMOCTH OT TeMOTpaHchy3uii.
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VY 6onbabix MJIC ¢ runoruiasueii kposetBopenus (PA/PAKC/PIIM/I) u3 rpyImimbl HU3KOTO U
POMEXKYTOUHOT0-1 pricka B Bo3pacte crapmie 50 JeT CIIICHIKTOMHUS MOXKET OBITh BKIIFOUCHA B
IJIaH JMarHOCTMYECKUX MEPONPHUATUNA JUIsi UCKIIOYEHHUS] BTOPUYHOIO XapaKTepa THMOILIA3HH
KOCTHOTO MO3ra: XpPOHMYECKHUW aKTUBHBIM TenatuT, JuMdonponudepaTuBHbIe 3a00JI€BaHUS C
MPEUMYIIECTBEHHON cruieHoMmeranued. I[lpu uckimoyeHUM Jpyroi mNaToJOTUU  OOJNBHBIM  C
noarBepxkaeHHbIM guarHozoM MJIC naumnatror UCT ¢ nomompio L[CA. CrneHskToMuio
BKJIIOYAIOT B Iporpammy JedeHus OonbHbIX MJIC ¢ rumomnaszueil KpoBETBOpEHHS B JIIOOOM
Bo3pacte, ecnu kKomOunupoBannas HMCT (IICA + ATI) neddpdekTnBHA W HET NPHU3HAKOB
nporpeccu MJIC (moBbllIeHHE MPOLIEHTA OJIACTHBIX KJIETOK, MOBBIIIEHHE KJIETOUHOCTH KOCTHOTO
MO3ra W TIOSIBJICHHE HOBBIX LUTOICHETHYECKUX aHoMamwuii) (dokazamenvrhocmov kamezopuu C).

CIIIEHAKTOMMUIO KEJIATEILHO BBIIOIHATh JaIapoOCKOIMMYCCKHUM JOCTYIIOM.

5.10. Tpancdy3usi )pUTPOLNUTOB U XeJIATOPHAS Tepanus

JlaHHblE O TOKa3aHUSAX K HCIHOJB30BaHUIO TpaHcy3uu spurpouutoB npu MJIC HocsT
OTrpaHMYEHHBIM XapakTep. 3aBUCHUMOCTb OT 3aMECTUTEJIBbHOM Tepamnuu SpUTPOLUTHOW Maccou y
o6onpHBIx MJIC accomuupyeTrcss ¢ IUIOXMM MPOTHO30M M, Kak IpaBWiIO, OOBsICHSIETCS Ooiee
arpecCUBHBIM XapaKTEPOM TeueHHUs OOJIe3HH, COOCTBEHHO TSDKENOW aHEeMHEeW UM TOKCUYHOCTHIO,
cBs3aHHOU ¢ TpaHchy3usmu. Kormnentparws remorioonaa Huwke 90 r/n st mysxuand u 80 v/ s
JKEHIIMH SBJIETCS HE3aBUCUMBIM (PaKTOPOM MPOTHO3a, CBSI3aHHBIM ¢ cokpaiieHueM OB u BbICOKUM
pHCKOM (aTalbHBIX CEPIEYHO-COCYAUCTHIX OCIOXHEHUH. B oaHOM HemaBHO OMyOJIMKOBAHHOM
NPOCIEKTUBHOM HCCIeIOBaHUM 2-i ¢a3pl ObUIO TMOKa3ajgo, 4YTO TpaHCPy3HMOHHas TaKTHKa,
HaIpaBJIeHHAs Ha MOJIep)KaHUe COJIepKaHus reMorioonHa B npeaenax 120 r/m okas3wiBasia TaKou
K€ TIOJIOKUTENBbHBIN 2P PEKT Ha Ka4eCTBO KU3HU, KaK U JIeUeHUE IpernaparaMu, CTUMYIUPYIOIIUMHU
APUTPOIIOI3.

Takum o0pazom, e 3aMECTHTEIbHON TEpamuM SPUTPOLUTHOW MAacCOW 3aKiIrodaeTcs B
KOMIIEHCUPOBAaHUU CHUMIITOMOB aHEMHUH, CBSI3aHHBIX C UIIEMUYECKUM MOBPEXKJACHUEM OpPraHOB U
ylydllleHHue KadecTBa >kKM3HU. Hukakas KOHKpeTHash KOHUEHTpalus reMorjioOMHa He MOXKET ObITh
pPEKOMEH/I0BaHa B KadyecTBE IOPOTOBOIO M OMNPEAETSIONIEro IMOKa3aHus K TpaHc(y3HOHHOU
nojyiepkke. Pemienue cienyer NpuHUMAaTh Ha OCHOBAaHUHM MMEIOLIMXCS Y OOJIBHOTO CUMOTOMOB U
COIYTCTBYIOIIUX 3aboneBaHuil. @opmann3ys BbIIIECKa3aHHOE MOXHO, B OOIIEM, PEeKOMEH0BATh
TpaHC(Y3UH SPUTPOLUTHON MacChl BceM OOJBHBIM C TMajeHneM reMorioomHa Hmwke 80 r/m u ¢
KJIMHUYECKUMH CUMIITOMAaMH YMepeHHoW aHemuu (pexomenoayuss yposus D). Tpancdysuu

JAOHOPCKHUX SPUTPOLIUTOB HeO6XO,Z[I/IMO MIpOBOAUTL C YUYCTOM (I)CHOTI/IHa pe3yc-q)aKTOpa.
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VY O0JIbHBIX, KOTOPBIM PETYISAPHO MPOBOAIT TPaHC(HY3UU SPUTPOILUTHON MACChl HEU3MEHHO
pa3BUBATbCS BTOpPUYHAS Teperpyska xene3oM. LlempHast kpoBb couxepkut okono 0,47 wmr/min
Kene3a, B TO BpeMsi KaK YHCThIe SPUTPOLUTHBIE B3BecH He MeHee 1,16 mr/mu. Ilomyuaercs, uTto
OJIHA eAWHUIA SPUTPOUUTHON Macchl comepxut or 200 mo 250 mr >kenesa, a meperpyska MOXKET
BO3HUKHYTh yxke mocie 20--25 tpancdysuii. Bropuunblii remocuiepo3 BHYTPEHHUX OPTraHOB U
3aBHCUMOCTh OT TpPAaHC(PY3HOHHOW MOIICPKKH OTYETIMBO KOPPEIHPYIOT C OTPaHUYCHHOU
BBDKMBAEMOCTHIO. [10 TaHHBIM €BpONEHCKUX HCCIEN0BAaHUM, KAacaroIUMCs CyabObl MOYTH 3 THIC.
6ombHbIX MJIC, Mennana OB npu OTCYTCTBHH 3aBUCHMOCTH OT TpaHC(Y3Hil SPUTPOIUTHON MacChl
B J1e010Te 3a00seBanus coctaBuia 19 mec, pu ee BOSHUKHOBEHHH B MPOIIECCE IBOIIOIUH O0JIe3HH
-- 60 Mec, B TO BpeMsi Kak npu ee orcyTcTBuH -- 96 mMec (p < 0,0001). KocBeHHBIM OMOXUMHYECKHM
MapKepoOM TMEPerpy3Kd IKeJe30M YCIOBHO TPUHATO CYMATATh TIOBBINICHHE KOHIEHTPAIUU
depputrHa chiBopoTKH KpoBu Oojiee 1000 Hr/mi. IlpeBbilieHHe 3TOro MOpOra OTYETIMBO
koppenupyer ¢ orpanuuernoi OB (HR 52,4; p < 0,0001) u moBbIIICHHBIM PUCKOM TpaHC(HOPMAITUH
B OMJI (HR 6,6; p < 0,0001).

[lo paHHBIM WuCClENOBaHMS AayTONCHWHOIO Marepuajga HaumboJjiee BBICOKHI ypOBEHBb
OTJIOKEHUS Kele3a y TpaHcPy3noHHO3aBUCUMBIX 001bHBIX MJIC oOHapyXHBalld B TKaHSIX CEepALIa,
MEYECHU ¥ OPTaHOB PHJIOKPUHHOMN cucTeMbl. [10 TaHHBIM MPUKU3HEHHOU OLIEHKH ¢ nomoisio MPT
(pexum T2*) B OONBIIOM TMPOIIEHTE CIIydacB BBIABISIOT MOpPAKEHHE IMEYEHH, B TO BPEMs Kak
OTJIOXKEHHUS JKeJe3a B Cep/Ille BU3YAIN3UPYETCSI PEIKO U TOJNBKO Y OOJBHBIX C OY€Hb WHTCHCHBHOU
TpaHncy3uoHHOM Harpy3koil. [lo TaHHBIM aMEepUKAHCKUX aBTOPOB, BEPOSTHOCTh BO3HHUKHOBEHHS
CepACYHO-COCYTUCTBIX OCNoXKHEHUH y OGombHBIX MJIC, 3aBHCHMBIX OT TpaHc(y3uil Bbime B 1,2
pasa, ueM y HezaBucuMbIX (P = 0,002) u moutH B 2 pasa BhIllIe, yeM y Jull, He ctpagatonmx MJIC (p
< 0,001). Puck pa3Butus caxapHoro auabera Boiie B 1,2 paza (p = 0,02) u 1,5 pasa (p = 0,0001)
COOTBETCTBEHHO.

Jnsa npoduIakTUKM M JIeUEHUsT BTOPUYHOrO remoxpomaro3a y OombHbix MJIC,
MOJYYalOIUX TeMOTpPaHC(QY3UH, TPUMEHSIOT TIperaparhl, BBIBOISANIME W30BITOK Kene3a --
XenmaTopsl kerne3a. B Poccun 3aperucTpupoBaHbl sl KIIMHAYECKOTO PUMEHEHHUs J[Ba Tpenapara
9TOM Tpynmsl -- nedepokcamuH (aechepan) u gedepazupokc (IKCHIKA).

CymecTByeT psii UCCIEAOBAaHHM, KOTOpble OBUIM MOCBAILIEHBI HCIOJIb30BAHUIO XEIaTOPOB
xenmeza y OompHbix MJIC ¢ 3aBUCHMOCTBIO OT TpaHC(hy3ud IPUTPOLUTHOW MAacCCHI,
NPOJIEMOHCTPUPOBABIINX A(PPEKTUBHOCTH JTOTO TOAXOHa. B  dYacTHOCTH, B OJHOM U3
UCCIIEIOBaHW OBUIO TIOKAa3aHO, YTO Yy 3HAYMTENbHOW yacTu OonbHBIX MJIC, momyudaBHINX
neepokcaMuH B BHJAE HeNpepblBHBIA 12-yacoBoit wuHGY3uH, mnpoucxoauso 3¢pdexTuBHOE

HCTOIIICHHMS 3aI1acoB ese3a. B 1pyrom HeOOIbIIOM paHI0MU3UPOBAHHOM MCCIICIOBAHNUN BBEIACHUE
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mpernapaTra ¢ MOMOIIBI0 OOJMIOCHBIX MHBEKLIUH 2 pa3a B CYTKH MPOJAEMOHCTPUPOBATIO CXOIHYIO
3 PeKTUBHOCTH ¢ 12-yacoBoil HenpepbIBHON HH]Y3HUEH.

Jledepasupokc ObUT MPENIOKEH B KAa4eCTBE AIbTEPHATHBBI Je(EpOKCAMUHY, B KAaueCTBE
Oosnee ynoOHOM sl MpUMEHEHUs TaOJeTUPOBaHHON (HOpMBI. B MPOCIEKTHBHOM HCCIETOBaHHH,
BKrovaBmieM 341 6ompHoro MJIC, ObLI0 TTOKa3aJI0 3HAYMMOE CHIDKEHHE (DeppUTHHA B CHIBOPOTKE
¥ JKeJe3a IIa3Mbl 110 CPaBHEHHIO C UCXOAHBIMU 3HaYeHUSMU. OCHOBHBIMH TOOOYHBIMU P PeKTamMu
npenapara ObUIM Juapesi, APYIHe J>KEITyJAOYHO-KHILIEYHBIE PAcCTPOMCTBA M KOXKHAs ChIllb. B
YETBEpTU CllydyaeB HaOI0/1a]0Ch IOBBIIICHHE KOHIEHTPAMU KPEaTHHUHA CBHIBOPOTKH, YTO
noTpeboBano cHwkeHUs 1036l y 10% OonbHBIX. B npyrom uccinenoBaHuu ObUIO MOKa3aHO, YTO
npuMeHeHne aedepasupokca, BO3MOXKHO, aCCOLMUPYETCS C YIYYIICHHEM TI'eMaTOJIOTHYECKUX
nokasarene y yactu OoibHBIX. OTBETBI CO CTOPOHBI IPUTPOUTHOTO, METAKAPUOLUTAPHOIO U
TPaHyJIOIUTAPHOTO POCTKOB HaOmomamuch y 21, 13 u 22% Oombubix. B 2012 r. Obum
OIMYOJIMKOBAHBI JJAHHBIE MHOTOIIEHTPOBOTO 3-JIETHEr0 OTKPBITOTO MPOCHEKTUBHOTO UCCIIEIOBAHUS
2-i1 da3sl mo oueHke 6ezonacHocty U 3ddexkruBHOCTH Hedepasupokca y 6ompHbIX MJC HHU3KOTO
WA TpoMexyrouHoro-1 pucka. B wuccnenmoBanme BKIIOYamM OONBHBIX, C KOHIEHTpAIHEH
depputuna > 1000 wmr/a, momyuuBmmx 20 wunum Oosiee €IUHUI] SPUTPOIMTHONM MAacChl U
COXpaHSBIIMX TMOTPEOHOCTh B TMEpEeNUBAaHUU KpOBH. MennaHa KOHIIEHTpAauu QeppUTHHA
cHU3MIAch Ha 23% 1O CpPaBHEHHIO C MCXOJHBIM 3HAYEHHUEM B TEUEHHE MEPBOTO roja JICYCHHUs, Ha
36,7% mocne nByx um Ha 36,5% mocme Tpex user. CHIKEHHE KOHIEHTpaluu (QeppuTHHA
KOPPETUPOBAJIO € yIy4IIEeHUEM MeYeHOUYHBIX OMOXMMHUYECKHX TECTOB.

[Ipenmonaraercs, 4TO HaWOONBIIMKA BBIUTPHINI OT TMPUMEHEHHS XEIaTOPHON Tepamuu
noJTy4aroT TpaHchy3nonHo3aBucuMbie 00apHBIe MJIC HU3KOTO U MpomexyTouHoro-1 pucka. st
ATOM KaTeropuu OOJIBHBIX XapaKTepHA OTHOCHTENHHO OOJbIIAst TPOIOIHKUTENIEHOCTD MPEICTOSIICH
KHU3HU M TI09TOMY MOXKET peanu3oBaThecsl 3PGEeKT AaHHOW Tepamuu B Buae yiydmeHun OB.
VYkazanHblil 3¢ ekt npapna MokaszaH TOJIbKO B PETPOCHEKTUBHBIX MCCIe0BaHUAX. B yacTHOCTH, B
paboTe KaHA/JICKHX aBTOPOB, OLEHHUBIINX 3()()EeKTHBHOCTH XenmaTopHOW Tepanmuu y 178 GoiabHBIX
pasapiMu Mopdomornueckumu Bapuantamu MJIC Oputo mokazano, uyto s OonmbHbIX MJIC
HU3KOTO U MPOMEXYTOYHOro-1 prcka, KoTopele ObUTM MpOJIEUEHBl XEIaTopaMH XKele3a MeJuaHa
OB He 0buta nocturnyra (+160 mec), B To Bpemsl, kak 0e3 xenaropos oHa coctaBmia 40,1 mec (p <
0,03). B cxogHoM Mo [u3aifHy W XapaKTePUCTUKAM BKIIIOYCHHBIX OOJBHBIX (PpaHIly3CKOM
nporokosie BeMrpein B Meauane OB cocraBun 115 mpotuB 51 mec (p < 0,001). IMpumenenue
xenatopoB xkene3a y OonbHbix PAWMB-1 u PAUDB-2 (uckirodeHHe COCTAaBISIFOT KaHIUAATHI Ha
nposenenue ayuio-TI'CK) u npennonaraeMoi Ipo10JKUTENbHOCTBIO JKU3HU MeHee 1 rofa, mo Bcei

BHUJINMOCTH, HE ONPaBJIaHO.
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Takum oOpa3om, Tepamuio XejlaTopaMmH >Kejle3a CleAyeT paccMaTpuBaThb B KadecTBe
HeoOxomuMmoi  onmuu  TpaHcy3noHHO3aBUCHUMBIM ~ OonbHBIM  MJIC ¢ Mopdonorndeckumu
Bapuantamu PA, PAKC, PUM/ u M/IC c 5q-.. Konuenrpamusi ¢pepputuHa CbIBOPOTKH MPH 3TOM
noipkHa 0Tk Oosiee 1000--1500 Hr/mi1, ¢ TEHIGHIIMEH K YBEIIMUEHHUIO, YTO HAOJIIOAAeTCS IPUMEPHO
nocse Tpancdysun 20--25 eaMHHUIL SPUTPOLMTHOM Macchl (pexomenoayus yposus D). Heobxoaumo
OTMETUTh, YTO COJepKaHue (GeppuTHHA HEOOXOAMMO OINpEeACTUTh B JAcOrTe 3a00JIeBaHUS H
OTCIISKMBATh B IuHaMuKe. MccnenoBanue GeppOKUHETUKY MIPOBOIAT HE paHee, ueM dyepe3 14 nHei
nociie nociegHed TpaHcdy3uu JOHOPCKUX SPUTPOLIUTOB, BHE MH(PEKIIMOHHOTO 3MU30/1a. bolbHBIM
M/IC, koTopble SBISIOTCS MOTEHIMAILHBIMUA KanauaaTaMu Ha amio-TI'CK, Takxe pekomeHyeTcs
MPOBEJCHUE TEpalmuu XelaTopamMHu JKele3a 0 Hayajlla pPeKUMa  KOHIUITMOHUPOBAHHS
(pexomenoayus yposus D). Ilpu BbIOOpe mpenapaTa iss KOHKPETHOTO OOJBHOIO, KakK IMPaBHIIO,
OPUEHTHUPYIOTCS Ha YAOOCTBO €ro MPUMEHEHHUS U COYETAEMOCTh C IPYTUMU BUAAMHU JICUCHUSI.

PexomengyeMas HadalbHas jgo3a Aedepasupokca COCTaBIISICT 20 Mr/kr B CYTKH, a IIpHU

BhIpKEHHOM neperpyske keiezoM 30 Mr/kr B cyrku. Jo3y mpemnapara OKpPYLISOT A0 OJIM3KOro

pasmepa nenoit Tabnerku (125, 250 u 500 mr). Ilpenapat pacTBOPSIOT B BOJE MU aleIbCHHOBOM
(ss6mounoM) coke M mpuHUMalT yrpoMm 3a 30 MuH 10 eabl. KoHTponb 3a 3¢ ¢heKTHBHOCTHIO
XENATOPHOM Tepamuu IMPOBOMAT €KEMECSYHO, OPUCHTHPYSACh HA KOHIICHTPAlUI (eppuTHHA B

KpoBH. /{03y penapaTa nepecYnThIBAIOT KaXKable 3--6 Mec.
5.11. Tpancdy3usi TpOMOGOLMTOB

Conepxanue TpoMOOIMTOB, MPH KOTOpoM y 6oabHBIX MJIC BO3HHMKAIOT reMopparuyeckue
OCJIOXKHEHHs 4YeTKO He OIlpeneseHbl. VMeronecs IaHHbIE O TMOKa3aHUSAX K TpaHCQY3Uu
TpoMbouuToB ipu MJIC kpaiiHe orpaHUYEHBI.

[Ipodunaktuueckass Tpancdy3uss TpPOMOOIIMTOB PEKOMEHIYETCsl OOJBHBIM C COJAEpIKAHUE
TpoMbonuToB HIke 10 X 10%m wmn mmxe 20 x 10%n IpU HAIWYMM JI000ro (hakTopa pucka s
pa3BUTHsI KpOBOTEUEHUs (JIWXOpajka, MHPEKIHs, ObICTPOEe CHUKEHHE TPOMOOLMTOB, MHBA3UBHbIE
HPOILIEAYPHI), IPU YCIOBHH, YTO TPOMOOIIUTONEHHS TPUXO/AIIast. MHOTOJNICTHSIS TPOMOOIIUTOTICHHSI
HE HYXKIaeTCs B PEryJSIPHBIX MPOPHIAKTHYECKAX TpaHCHY3UAX TPOMOOUUTOB (pexomenoayust

ypoers D).

3akiir0ueHue

OKCIEPTHBIM COBET €IUHOIYIIHO CYUTAET, 4TO rereporeHHocTh MJIC, kak pa3HOpOIHOM
TPYNIBI KIOHABHBIX 3200JIeBaHUN CUCTEMBI KPOBH, YKa3bIBa€T Ha HEOOXOIUMOCTh MCIIOIb30BAHUS
PHUCK-aIaITUPOBAHHBIX CTpATETWii Tepanuu (TeparneBTUYECKUE alTOPUTMBI, OCHOBaHHbIE Ha IPSS

npuBecHbI B puc. 1--3). TouHas orieHKa prucKa TpeOyeT OIEHKH HE TOJIbKO (DaKTOPOB, CBA3aHHBIX C
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00/1e3HbI0, HO M Te€X, KOTOPbIE KAacalOTCsl HEreMaTOoJIOTMYEeCKON CONMYTCTBYIOLIEH MaTOJOTHH.
OneHka WHIMBUIYaJIbHOTO pPHUCKA IMO3BOJSET BBIIBUTH OOJBHBIX C IJIOXHM IPOTHO30M,
SIBJISIFOLIIMXCSI KaHMJaTaMi Ha HHTEHCUBHYIO Teparnuto “Up-front”. YV GoibHBIX U3 IPYIIIBI HU3KOTO
pPUCKa, KOTOPBIM BO3MOXXHO IIPOBEJCHME WHTEHCUBHOM TEpalud, PUCK HHBAIUAM3ALUN MU
CMEPTHOCTH CBSI3aHHOM C JICYEHUEM MOXKET ObITh OYEHb BBICOKHM, B 3TOM Cllydae IEpPEeHOC Havyaia
TEepanuyu MOXKET MPUBECTU K OoJiee JJINTENbHOM IMPOJODKUTEIBHOCTH XU3HU. TeM He MeHee, 3TH
CTpaTEeTHH JIOJKHBI 00CYKJaThCs B MOMEHT YCTaHOBIICHUS IMArHo3a, a TIaTeJabHoe HaOIroieHue U
ONTUMAJIbHAs Tepanus UUTONECHUN SBISIOTCS 00A3aTeNbHBIMU Ul MPEJOTBPALICHUS OCIOXKHEHUN
WIHM IIPOrPECCUH, KOTOPHIE B CBOK OYEpPE]b MOTYT NPUBECTU K ONPAHUYCHHUIO B MHTEHCUBHOCTH
JICYCHUS.

bonbmas gacts OosnbHBIX MJIC He MOIXOAAT AJs IPOBEACHUS TEpAauU MO3BOJISAIOLIEH UM
JOCTUYb OMOJIOTMYECKOI'0 H3JICYEHUS U3-3a IOKWIOI0 BO3pacTa W/WIM  COMYTCTBYIOIIUX
3a00J1€BaHUN M IUIOXOTO0 COMATHYECKOTo craryca. Y 3TuUX OOJbHBIX, TEpamusl HalpaBjieHa Ha
IPEOTBPALICHUE OCJIOXHEHHUM, CBA3aHHBIX C LIUTONEHHEW (OOBIYHO 3TO aHEMHUs) U COXPAHEHHUS
KayecTBa JKU3HMU.

B oTHOIIEHNN HOBBIX MpenapaToB, KOTOPbIE TOJIBKO pa3padaThIBAIOTCS, U AJIS KOTOPBIX HET
JIOCTAaTOYHOM J10Ka3aTeNbHOW 0a3bl, pEKOMEH/I0BaTh MX PYTHMHHOE MCIIOJIb30BaHHE B HACTOSIIEE
BpeMsl HE MpEACTaBIsAETCS BO3MOXKHBIM. HacTosITenbHO peKOMEHIyeTcs BKIIOYEHHE OOJBHBIX B
KIIMHUYECKHE HCIBITAHUS C LENbI0 MOJIYYUTh MAaKCUMaJIbHO BO3MOXKHYIO HMH(POpPMAIUIO O
6e30macHOCTH U 3 (HEKTUBHOCTH HOBBIX METOJIOB JieueHUs. BritoueHne G0JbHBIX B HAITMOHAIbHBIE
U MEXIAyHApOJHBIE PETUCTPbl TAKXKE PEKOMEHAYETCs Ui TOro, YTOOBl MOIXY4UTh OoJiee TOUHBIE
JaHHbIE O 3a00JI€BaHUM U O CTpATETUsAX TepanuH, KOTOpble MOTYT HAaWTH CBOE NpPHUMEHEHUE B
Ka)KJOJHEBHOM KJIMHUYECKOHN MPAKTUKE U YCTAHOBHUTH ONTHMAaJIbHbIE PAMKHU /711 OMOJIOTUYECKUX U

Jpyrux uccienoBanuii B oomactu M/IC.
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MJAC
Huskwuii /mpome:kyTounsiii-1 puck — IPSS
OueHb HU3KHI1, HU3KHUI, IPOMEKYTOUHBIN puck - IPSS-R

 7\

ACHMITOMATHYECKAS HTONECHUS
Her nmiioxoro xapuoruma
Baacrei<5%

CumnroMaTuuecKasi HUTONEHHUSA

v Vi
Habodenue IlnToreHeruxka
< / \
50- +/-1xp. be3 50- IL1oxoii
/\ ‘//q/\ KapuoTun
Bo3pacr<65
¢3I10<500 ell/']-l C3HO>5006H/.]1 F]/IHOI[J'[ZBI/IH c¢II10<500 eH/ﬂ C3H0>500eﬂ/ﬂ Hepcpl::c'[“pym'[
T3ﬂ<=2 H/Mec' T3I[>2 )J/Mec. T9H<=2 Il/Mec. T3£[>2 Il/Mec. 0J1aCThI
Vi v v V v v
SUICIH/AT- Jlenanudomuo L[CA+/-ATT ICH  +- Knun. | Anno-
Kco +-C/9 r-KCo uccnenna. - Trck
Tpaucgy3uonnas mepanus +/-xenamopot
MIC
IMpomexyTouHbIii-2/BbIcOKHIT puck — IPSS
IIpomexkyTOUHBINH/BBICOKHIT/0UeHb BbICOKHH pucK - IPSS-R
Bo3pact <657eT Bo3zpact >65-70s1eT
Huskooo3nvie pescumol Tunomemunupyrowue Tpancghyzuonnan
Anno-TI'CK npu XT-/+~I'MIT npenapamul mepanus
naauyuu HLA-

COBMECMUMO20
oonopa

cOI10-ceiBopoTounslif, T/ -Tpancdy3uu sputpouutoB goHopa, IIICII-3putponos3 cTuMyIupyromnme
[penaparsl, I'-KC®-rpanynonurapHslii kogoHuectTumyiupyroumii gpaxrop, LICA-uuknocnopus A,
ATI -anTUTUMOUUTApHBIN r100yauH, CO-cruienskromus, I MII-runomerunupyromnye npenaparsl,
Anno-TI'CK-amnoreHHas TpaHCIUIAHTAIUS TEMOIIOATUYECKHX CTBOJIOBBIX KJIETOK
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