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1. BBenenne

DddextuBHocTh XumMHuoTepanuu (XT) octpeix neitko3oB (OJI) 3aBucuT ot
JIBYX KJFOUYEBBIX (DaKTOPOB — CMEUU(PUUYHOCTH LUTOCTATUUECKOTO BO3JACUCTBUS U
aZIeKBaTHOCTH  COMPOBOAMTENbHOro  JiedueHus. KoHeuHo, Owuojoruyeckue
OCOOEHHOCTH  JICUKEMHUYECKOro KIJIOHAa — I[HUTOreHeTUYeCKHue aHOMAJNH,
MOJICKYJIIPHBIE MapKepbl, KHHETHYEeCKHEe CBOWCTBA OIYXOJIEBBIX KIIETOK, WX
XUMHUOYYBCTBUTEIIBHOCTh — OMpENENSIOT B pamMkax coBpeMeHHOW XT mporHo3
3a00jeBaHUs, HO TOJHKO TPU YCIOBHUU COOJFOJCHUS OCHOBHOTO IPUHIIUTIA
adedenus OJI — wmakcumym dddextuBHOCTH (32 CcYeT CHEUPUIHOCTH W
aJIeKBaTHOCTH BO3JIEHCTBUS) NMPH MUHUMYME TOKCHYHOCTH (32 CUeT IpaMOTHOU
COIMPOBOUTENIbHON Tepanuu). Jlonrocpodnble pe3yiabTaThl JI€UEHUS OCTPBIX
MUeOUIHBIX Jieiiko30B (OMJI) B3pocibix B Teuenue nocieanux 20 eT, HecMoTps
Ha COBEpLISHCTBOBAHUE TepaluK BBIXQXKUBAHUS M HCIIOJIB30BaHUS pPsiia HOBBIX
npenaparoB, MPUHIUIUAILHO HE W3MEHWIUCh. B cpeanem S-neTHsisi oOias
BBDKMBAa€MOCTh OONBHBIX B Bo3pacTe 10 60 jer mno gaHHBIM  OOJNBIIMX
KOOIIePaTUBHBIX UCCIEA0BATEIBLCKUX IpyIn cocTaBisgeT 35--50%,Baprupys ot 10
10 90% B 3aBUCHMOCTH OT MOJICKYJISIPHO-TEHETUYECKUX OCOOCHHOCTEH JIeHKeMUH.
Jlonst neTanbHBIX UCXOJOB, CBA3AHHBIX C JIEUEHHEM, Y 3TUX OOJBHBIX COCTaBISET
7--18%. B gnedeHnn mMOXWIBIX OOJBHBIX JOJITOCPOYHBIE pE3yJNbTaThl HE
mpeTepriesid TMPaKTUYeCKW HUKAKUX W3MEHEHH B TeYeHHWe 3 TOCIeTHUX
JECATUIICTHH, U S-IeTHsIS BeIKUBaeMocTh He TipeBbimaeT 10--12%.Mmerno OMJI
SIBISIETCSI TOW OOJIACThIO KIIMHWYECKOW T'eMaTOJIOTHH, B KOTOPOH TPOIOJIKAIOTCS
WHTEHCHUBHBIE KaK KIMHWUYECKHWEe, TaK ¢ JIabopaTOpHBIE WCCIIEeIOBaHUS,
HalpaBJeHHbIE Ha XOTh KAaKOW-TO TIOJOXKHUTEIbHBI CHBUT B YCTOSBIIUXCS
JOJITOCPOYHBIX pe3yJIbTaTax.

MexyHapoaHble KCIEePThl HACTOSITEIBHO COBETYIOT BKIIIOUATh OOJIBHBIX B
KJIIMHAYECKHE MCCJIeIOBaHUS M COXPaHSATh OWoJoruyeckue oO0pas3ubl Aiis
BO3MOYKHOCTH UX COTOCTaBJICHMsI B JaJIbHEWIIEM C MOJyYeHHBIMU pe3yJibTaTaMu
TEpanuu M YCTAHOBJICHUS KOPPEJSIUU MEXIy JabopaTOpHbIMU HaHHBIMH U
UCX0JI0oM 3abosneBanus. Mcnonb3oBaHre MPUHIIMIIOB «10Ka3aTeNbHOW» MeAUIIMHbBI
B Takoh o0JacTM KaKk TeMaroJorusi SBIsSeTCs HEOoOXOIUMBIM, IOCKOJBKY,
NOXXallyl, HU B Kakoil NIpyroil obnacT MEIWLUMHCKUX 3HAHUN He MPUXOJUTCS
MOCTOSTHHO ~ CTQJIKUBAThCS C KPUTHYECKUMU CUTYallMsIMH W TPUHSATHEM
KPUTUYECKUX PELICHU.

Cuauraercs, uto OMJI 3a6oneBaeT B cpenHem 3--5 yenoek Ha 100 Thic.
HaceJieHus B roj. [Ipu 3ToM 3a0051€BaeMOCTh Pe3KO BO3pacTaeT B BO3pacTe cTapliie
60 net, u coctaBnsietr 12--134enoex Ha 100 ThIC. ¥ MrOeli B Bo3pacTe crapiie 80
ger. Menuana Bo3pacta 3Toro 3aboneBaHus cocrtaBinger 65 gjer. Ilo
ony6nukoBaHHbIM B CIIIA cratrcTUuecKMM JaHHBIM, MpeArnojaraioch, 4TOo B
2013r. npu Hacenenuu B 320mmH OMJI 3a60metoT okosio 16 teic. rpaxaan CIIIA,
npu 3toM OMJI craner npuuumHodt cmeptd y 10 Tbeic. GonbHBIX. B Poccun
O0OBEKTUBHBIX JIMUJIEMUOJIOTHYECKUX JIaHHBIX K COXKaJeHUI0 He CYIIeCTBYeT.
CBenenusi, npuBOAMMBbIE B oT4YeTaX PakoBoro peructpa, MpeACcTaBIsSIOTCA
3aHmxeHHbIMU: 2287 6osbHbIXx OMIJI B roj (manHble 3a 2011r.: rpadsl ocTpblit
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MUeIoNIeiiko3 + Jpyrue OcTpble JIEHKO3bl -- MOHOLMTApHBIM ¥ mpouue). [lpu
yucineHHoctd Hacenenuss 140 muH kutenedt P® pacuerHblil mokaszaTelnb
3aboneBaemocT (ncxozs u3 EBporeiickuii 1 AMepUKaHCKUX IaHHBIX) IOJDKEH
COCTaBJISITh OKOJIO O ThIC. 3200JIEBIINX.

Kpome »3Toro, mo pesyiapTaTaM perucTpaliOHHOIO HCCIeIOBaHus,
BbITIOJIHEHHOTO Poccuiickoll mccienoBarenbckoil rpymnmnoi no uizydenuto OJI B
psine pernonoB P®, menmana Bo3pacta auarHoctukun OMIJI coctaBmsier 53 rofa,
yTo Oosiee yem Ha 10 yeT MeHbIle, 4eM B 3aMagHbBIX CTpaHaX. DTH IMMOKa3aTeIH
CBUJIETENLCTBYIOT Kak 0 He JocTaToyHOoi auarHoctruke OMJI y GonbHBIX cTapiiei
BO3pPACTHOM TPYMIIbI, TaK U MEHBINEW MPOJODKUTEILHOCTH XKU3HU HAceJIeHUs B
Hamreld ctpane. M xotss OMJI oTHOCcAT K opdaHHBIM 3a00NIeBaHUsM, COIHANIbHAS
3HAYUMOCTh JIEUEHHUS 3TOT0 CaMOro TPO3HOro 3a00JieBaHUs CHUCTEMBI KPOBU
omnpeJensieT HeoOXOJUMOCTh OpraHM3alMy aJeKBaTHOM CHelUaIu3uPOBAHHON
MOMOIIIM, TpeaycMaTpUBaloOlleld  B3aMMOJEWCTBHE MHOTHX  MEIUIMHCKHUX
JUCHUIUIINH, COBOKYITHOCTh KJIMHMYECKHUX, JIA0OPATOPHBIX, UHCTPYMEHTAIbHBIX U
Hay4YHbIX HCCIEIOBaHUM, MNPEEeMCTBEHHOCTh CTAllMOHApPHOW M aMOylaTOpHOM
nomoty. bonee toro, OMIJI ocTaeTcsi OCHOBHBIM TOKa3aHWEM JIJIsi BBITIOJHEHUS
TpPaHCIUTAHTALIMK aJNIOTEHHOT0 KOCTHOTO MO3ra, kKak camMoro 3({eKTHBHOIro
MeToaa JiedeHus: jeirikemun. C KaXIplM TOJAOM B MHUpPE YBEIWYUBAETCS YHUCIO
TPaHCIUIAHTUPOBAHHBIX OOJBHBIX KaK 3a CUET HANIaKWBaHUS KOOMEPALNUA MEXIY
TPaHCIUTAHTAIIMOHHBIMU W TeMaTOJOTUYECKUMH IICHTPaMH, YBEIWYeHHUS YHCIa
[EHTPOB TPAHCIUIAHTAIMH, TaK W 3a CUET PACIIMPEHUs MOKa3aHWW Al OOJbHBIX
MOKUJIOTO BO3pacTa BCJIE/ICTBUE MTOSIBJICHUS HOBBIX PEXXIMOB
KOHUITHOHUPOBAHWSI TTOHMKEHHON NHTEHCUBHOCTH.

B 2010r. 6putn ormy6imkoBaHbl PekoMeHamm eBporneicKiuX 3KCIepToB 110
nuar”Hoctuke u nedeHuto OMJL. B teuenue necsitka et B CIIA pa3spabaTsiBatorcs
U TIOCTOSIHHO OOHOBJISIOTCS pPEeKOMEHAAllMH, TaK Ha3biBaeMoil HanumoHanbHOM
obmectBenHoir npotuBopakoBoir cet (NCCN). B mocnegnue roasl ObuI
JIOCTUTHYT 3HAYUTENIbHBIN Mporpecc B MOHUMAHUU MOJIEKYJISIPHO-TEHETHYECKOM U
SMUTeHEeTH4YeCcKOo OoCHOBBI pa3Butusi OMJI, 4TO MO3BONMIIO OMNMpeAeNuTh HOBBIC
JMAarHOCTUYECKHe U MPOTHOCTHUYECKUE MapKephl 3aboneBanusi. B knaccudukanuu
BO3 (2008)yurens! u reHetnveckre U MoJyieKyysipHblie BapuaHTel OMJI. 3nanbl
EBpomneiickne pexoMeHIAIMU TO ONTHUMAIbHOW HWHTETPAIMK TPaHCIUTAHTAINH
aJUIOT€HHOI'0 KOCTHOI'O MO3ra B IporpammHyo tepanuo OMJL.

2. MeTtoambl

Poccuiickast wccnemoBatenbckas rpynmna mo usydenutro OJI ¢ 1992 r.
npoBesia 4 paHIOMU3UPOBAHHBIX KIMHUYECKUX UccienoBanus y 6onpHBIXx OMIJI B
Bo3pacte oT 16 no 60 neT, u ogHO MUJIOTHOE HcclienoBanue o jedeHuto OMII y
O0onbHBIX cTapiie 60 jeT, B KOTOPBIX MPHHHMAIW YyYacTHE TeMaTOJOTHYeCKHe
1eHTpel u3 Oojee, yeM 30 ropomoB Poccum. Pe3ynbrarbl 3TUX HCCleIOBaHUN
HEOJHOKPATHO OITyOJIMKOBaHBI W  OOCYXJEeHBI Ha EXKETroAHBIX padodmXx
COBEIIaHUSAX HCClIeoBaTebcKOW rpymmbl. Kpome Toro, mpu CO3IaHUA
HaAIlMOHAIBHBIX PEKOMEHJAIMK WCIOJb30BaH ONBIT W psAna (eaepaibHbIX
reMaToJIOTUYECKHUX IIEHTPOB.
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Takum oOpa3oMm, UTOTM 3STUX UCCIENOBAHUNW M OIBIT MO BHEIPEHUIO
nporpamMmmHoit Tepanun OMIJI B pernonax P®, a Takxke 3akintoueHus EBponeickux
U AMEpPUKAHCKUX JKCIEPTHBIX TPYII, OBLIM TMOJIOXKEHbl B OCHOBY HACTOSIIIMX
pekomeHpauuii. Bece pekomeHAauuu, 3a UCKIIOYEHUEM OTAEIIBHO OTMEYEHHBIX
3nakoM {C}, HOCAT ypoBeHb T0Ka3aTebHOCTH He MeHee 2A.

3. Knaccudpuxanus BO3

OcTpblil MUETOUIHBIA JIEHIK03 — 3TO KIIOHAJIBHOE OIMyXO0JieBoe 3a00JeBaHe
KPOBETBOPHOW TKaHW, CBS3aHHOE C MyTalMed B KIETKe-TIpealleCTBEeHHUIIS
reMoro33a, CIeACTBHEM KOTOpPOH CTaHOBHUTCS ONOK JudQGepeHInpoBKA U
OeCKOHTpOJBHAS TTpoudepalrs He3pelblX MUCIIONIHBIX KIETOK.

JlnarHo3  ocTporo  MHEJOWTHOTO  JieiiKo3a  yCTaHaBIMBAIOT  MPH
obOHapyxeHuHr B KocTHOM Mo3re 20% 0J1acTHBIX KJIETOK U 0oJjiee (neTanbHee — CM.
nainee).

Knaccudpukanus BO3 (2008)noapazaenser Bce OMJI, 0OCHOBBIBasCh Ha HUX
[IUTOTEHETHUECKUX U MOJICKYJSPHO-TeHETUYECKUX OCOOCHHOCTSX, 1 UMEHHO J3TH
0CO0EHHOCTH (POPMHUPYIOT KJIMHHUKO-TIATOJIOTUYEeCKKe IpyIbl (TadJa. 1).

Tadomuma 1
[lepeuenr BapumantoB OMJI wu  npyrux omyxolied ¢ MHEJIOHUTHOU
muddepenmmpokoii (BO3, 2008)

OMIJI ¢ yCTONYMBO BBIABISEMBIMHU F€HETUYECKMMU aHOMATHUIMU
OMJI ¢ 1(8;21)(922;022)RUNX1-RUNX1T1
OMJI ¢ inv(16)(p13.19g22) or t(16;16)(p13.1;g22BFB-MYH11
OITJI ¢ t(15;17)(922;q12)PML-RARA
OMJI ¢ t(9;11)(p22;923)MLLT3-MLL
OMJI ¢ t(6;9)(p23;934) DEK-NUP214
OMJI ¢ inv(3)(g21926.2) or t(3;3)(g21;926.BPN1-EVI1
OMJI (merakapuobmnactabiii) ¢ t(1;22)(p13;913)RBM15-MKL1

IIpeosapumenvuas ~ nookamezopus.  OMJI ¢ HOpmanbHbim
kapuomunom u mymuposaunvim cenom NPM1
lIpeosapumenvuas ~ nookamezopus.  OMJI ¢ HopmanbHbiM

kapuomunom u mymuposarrvim cerom CEBPA
OMJI ¢ u3MeHeHUsIMH, CBSI3aHHBIMU C MUETOANCIIa3ueH
MwuenouaHbele  HEOIUIa3WH,  CBsS3aHHble ¢ mpexamectByromed  XT
(MCKITIOYEHHAs KaTeropus)
OMUI, no-npyromy He criermbuimpoBantbie (NOS)
OcTtpsrit MHUEJI00TaCTHBIN JIEUKO3 c MUHUMAIbHOU
nuddepeHIInPOBKOMA
OcTpsiii MuenoOIacTHBIN Jieliko3 0e3 co3peBaHus
OcTpblii MUET00IACTHBIN JIEHKO3 ¢ CO3peBaHUEM
OcTpblii MUETTOMOHOOJIACTHBIN JICHKO3
OcTpblii MOHOOTACTHBIN/MOHOIIMTAPHBIH JIeiTKO03
OcTpblil 3pUTPOMHUEIIO3
OcTpblii Merakapruo06JacTHBIHN JIeHKO03




OcTpbiii eiiko3 u3 6a3o¢uion
OcTpslii MaHMHUEN03 ¢ MUETOPUOPo30M (CHH.: OcTpbIil MUETOGUOPO3;
OCTpPBIfl MUEJIOCKIIEPO3)
MuenouaHas capkoma (cun.. DJKCTpaMenyJUIsspHasi MHUEJIOUIHAS  OIyXOJb;
rpaHyJIoIUTapHAasl CApKOMa; XJI0poMa)

MuesionIHbIE OYXOJIH, CBA3aHHbIE ¢ CUHApOMOM JlayHa
TpaH3uTOpHBII aHOMATBHBINA MHENOM033 (cuH.: TpaHuTopHoe MII3)
MuenonaHbIi TeUK03, CBA3aHHBIN ¢ CHHAPOMOM JlayHa

Onyxoib U3 NIa3MallUTOUIHBIX AEHAPUTHBIX KJIETOK

OcTtpble neitko3bl HesicHOU InHUA TudepeHIUPOBKH
Octpsiii Hequb GepeHInPOBaHHBIHN JIEHKO3
Octpsiii neiiko3 cMerrannoro ¢enoruna ¢ 1(9;22)(q34;911.2)BCR-

ABL1

Octpeiii  Je#iko3  cmemanHoro  ¢enoruna ¢ t(v;11923);
peappanxupoBka rena MLL
OcTpblii neiiko3 cMmerranHoro ¢penorumna, BMuenonansrii, NOS
OcTpblit neiiko3 cMmelranHoro ¢pexorumna, T/Muenonansiii, NOS
lIpeosapumenvrasn noOOKame20pusL. numMgpobracmmulil
netikoslnumpoma uz Kiemoxk HamypantbHuIX KULIEPOs?

Cnenyer otmetuth, uTo BCR-ABL1-mosutwmBHBII OJI Moxer OBITh
nuarHoctupoBaH kak OJI cMermaHHOro ¢eHOTHIA, HO Tepanus OOJNBHBIM C ITHM
BapUaHTOM TMpoBoAuTCA 10 TmporpammaMm JedeHuss BCR-ABL1-nmo3utuBHOTO
octporo sumbobiaactHoro jeiiko3a (OJIJI).

Kakx mnpencrasneno B Tada. 1 mnoarpynna «OMJI ¢ ycroitumBo
BBISIBJISIEMBIMHA XPOMOCOMHBIMH aHOMAITUSAMU» 00bEUHSIET HECKOIBKO BapHAHTOB
OMIL:

«OMJI ¢ 1(8;21)(g22;922)RUNX1-RUNX1T1»

«OMJI ¢ inv(16)(p13.1922)um t(16;16)(p13.1;922)CBFB-MYH11» (npwu
BBISIBJIEHUN YKa3aHHBIX XPOMOCOMHBIX ITEPECTPOSK, HECMOTPS Ha YHCIIO OJIaCTHBIX
KJIETOK B ITyHKTaTe KOCTHOTO MO3Ta, BCerja YCTAHABJIMBAIOT JWArHO3 OCTPOTO
MHUEJIOUIHOIO JIeHK03a).

«OI'lJI ¢ 1(15;17)(922;912)PML-RARA»; tpanciiokaiuu RARA ¢ apyrumu
napTHepamMH BBIIENAIOTCS B otTAenbHble ¢opmel OMJI, nampumep, OMIJII ¢
t(11;17)(923;912);ZBTB16-RARA; OMJI ¢ t(11;17)(g13; q12);NUMAL-RARA;
OMJI ¢ 1(5;17)(935;012)NPM1-RARA; OMJI ¢ STATSBRARA.

Panee Beifensemas kareropus «OMJI ¢ anomanusmu 11923 MLL)» Gbina
nepecMoTpena B kateropuio «OMJI ¢ t(9;11)(p22;923);MLLT3-MLL»; apyrue
TpPaHCJOKAIMK, OTJIMYarolIiecss OoT TeX, 4to BkmodaroT MLLT3, mokHbl OBITH
OTIENIbHO yKa3aHbl B nuarnose, Hanpumep OMJI ¢ t(6;11)(q27;923)MLLT4-MLL;
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OMJI ¢ t(11;19)(923;p13.3)MLLMLLTL; OMIJI ¢ t(11;19)(q23;p13.1)MLL-ELL;
OMJI ¢ 1(10;11)(p12;9q23)MLLT10- MLL

beutn BbimeneHsl Tpu HOBBIX moarpymmbl: «OMJI ¢ 1(6;9)(p23;934);DEK-
NUP214», «OMJI ¢ inv(3)(q21926.2) or t(3;3)(q21; g26.BPN1-EVI1» u «OMJI
(merakapuobnactasiii) ¢ t(1; 22)(p13;913)RBM15-MKL1», peakunii Bapuant OJI,
HauboJee 4acTo AMArHOCTUPYEMBIH Y JIeTel.

VY 6onpHbrx OMJI ¢ HOpMaNbHBIM KapUOTUIIOM OBLIN BbIJIETIEHBI JBE HOBbIE
kareropuu: «OMJI ¢ myrupoBanHbiM reHoM NPM1 [Hykineodo3mun (smepHBbIit
docdomnporenn B23, nymarpun)|» u «OMJI ¢ myrtupoBanHbiM TeHom CEBPA
[6enok, cBs3piBarommii sHXxancep CCAAT amsdpa (CCAAT/enhancer binding
protein (C/EBP) alpha)]»HakamnuBaeTcst Bce Gobliie J0Ka3aTeNbCTB B TOJb3Y
TOTO, YTO OTH MYTallMM OMNpENeNssioT HapymeHus auddepeHInpOBKA
TeMOIO3TUYECKUX KIIETOK, W OTHOCSATCS K TaK Ha3bIBAEMBIM MYyTalusM 2-TO
KJiacca.

Myrauuu B rede fms-cssannoii tuposunkuuasel 3 (fms-related tyrosine
kinase,FLT3) o6Hapy»xuBatoTcsi ipu MHOTUX Bapuantax OMIJI, u ¥X OTHOCST K
MyTanusmMu 1o Kiacca, T.e. K TeM, KOTOpbIe ONPEIeNSIOT MPEUMYIIECTBO
OIyXOJIEBBIX KIETOK B Tposindepannu u/wnu BebkuBanuu. OMJI ¢ myranusiMu
FLT3 He BbIfeNseTCS B OTJICIBHYIO KaTeTOPHIO, OJIHAKO, HEOOXOUMO OTPEIeIIATh
ATU MYTaIlWH, TaK KaK OHU UMEIOT MMPOTHOCTUYECKYIO 3HAYUMOCTb.

Panee Bbeinensemast noarpynna «OMJI ¢ MynbTUIMHEHHON QuCIUia3uen» B
kinaccupukanuu BO3  (2008) onpenensiercs kak «OMJl ¢ W3MeHEHHSIMH,
CBA3aHHBIMU ¢ Muenoauciazuei». OMJI MmoryT otHocuThes K kareropun «OMJI
C U3MEHEHHSIMH, CBI3aHHBIMHA C MUEJIOIUCTIIA3HE», €CITH

1) cymectByeT MIpeIIIeCTBYIOIAs HUCTOPUS
muenonucruiactudeckoro  cuaapoma  (MJIC)  wim wHOro
MuesnonpoudepaTiuBHoro 3adonesanus (MI13);
2)  CyIIECTBYIOT IUTOT€HETUYECKHE aHOMAJIMHU, aCCOLMUPOBAHHBIE
C MHEIIOIUCIIIa3neH:
a -- KOMIUIEKCHbIH KapuoTui (3 XpOMOCOMHBIX aHOMAJIHH W
0oiee);
6 -- HecOamaHcpoBaHHbIe Tiepectpoiiku: -7 or del(7q); -5 or
del(5q); i(17q) or t(17p); -13 or del(13q); del(d1del(12p) or
t(12p); del(9q); idic(X)(q13);
6 -- cOalaHCHpPOBAaHHBIC IEPECTPOUKU  (TPaHCIIOKAIIVH):
t(11;16)(q23;p13.3); 1(3;21)(926.2;922.1); t(1;3G3; q21.1);
t(2;11)(p21;923); t(5;12)(q33;p12); t(5;7)(933;c2)1.
t(5;17)(g33;p13); t(5; 10)(q33;921); 1(3;5)(025;934
3) MmynbTHIMHEWHas auciuiasus wid, eciu 50%u Gosee KIETOK B
IBYX U OoJyiee TUHUSAX KIETOYHOU MUD(OEepEeHIIMPOBKA UMEIOT YepPThI
TUCTIIA3HH,
4)  OTCYTCTBYIOT  «YCTOWYHMBO  BBISBISIEMBIE  XPOMOCOMHbBIE
aHOMaITUH,
5)  He npoBoawiack XT 1o moBoy Apyroro 3abojieBaHuUs.
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OMJI, kak apyrue MHEIOUJHBIE OIYyXOJW, BO3HUKIIHME BCIEICTBHE paHee
npooguMoit XT mo moBoay aApyrux 3aboneBanuii, B ornensHyto popmy OMII He
BBIJIETISFOTCSL.

B Poccuiickoii @enepannn knaccudukaius BO3 1o HacTosiiero BpeMeHu
HE UMEET LIMPOKOTo MPUMEHEHHUSI. ITO CBSI3aHO B MEPBYIO OYepe/lb C OTCYTCTBUEM
PYTUHHOTO KapHUOTHIUPOBAHUS BO MHOTMX PErMOHANBHBIX LEHTPax, HE TOBOPS
y&e OT BO3MOXHOCTH BBITIOJIHEHUSI MOJEKYJSIPHBIX ucchenoBaHuil. Jlaxke mpu
NPOBEICHUH MHOTOLIEHTPOBBIX HCCIEJOBAaHUH C Yy4YacTUEM  HPOJBHHYTBIX
reMaToj]OTMYecKuX  LEHTPOB,  JIOJS  BBIMNOJHEHUS  [IUTOT€HEeTHYEeCKOIo
HACCIIeIoBaHus cocTaBiseT He Ooiee 60%.

Jlo cux mop ocHoBoW kimaccuduiupoBanuss OMJI B PO sBasercs
KJIacCU(pUKaIs, IpeIoXKeHHas ppaHKo-aMeprukaHo-OpuTaHnckoi (PAB) rpymmoi
skcriepToB B 1976r., u nepecmoTpenHas 1 aononHeHHas B 1991r. Dra curyanus
HE MOYXET CUMTAThCSI HOPMaJIbHOM, MMOCKOJIBKY JII00as Kiaccudukaius onpeaesnser
MPUMEHEHUE MPELU3NOHHBIX PUCKAJANTUPOBAHHBIX TEPANeBTHUYECKUX MOJIXOO0B,
HaIpaBJeHHbIX Ha M3JeYeHHe KaK MOXHO Oosblnero uucia Oo0iapHbIX. DAB-
Kiaccudukanys He 00JaaeT TAKUMU XapaKTEPUCTUKAMU.

4. Imarnoctuka OMJI

4.1.Mopdornorudeckoe uccie0BaHne

Jnarnoctuka OJI 6a3upyercss Ha OIleHKE MOP(OIOTHIECKIUX OCOOCHHOCTEH
KJIETOK KOCTHOTO MO3Ta W Tepudepudeckoil KpoBU. JlMarHo3 ycTaHaBIWBAIOT
JUIIF  TpW  OOHApy>XeHWW  TaK  Ha3blBaeMbIX  OJACTHBIX  KIJIETOK,
XapaKTEPUIYIOMIUXCST HEXHO-CeTYATOW CTPYKTYypOW SIEpHOTO XpOMAaTWHA, B
KOCTHOM MO3T€¢ WX NepruPepruIecKoir KPOBH.

[TyHKIIMOHHOE uCCcliefioBaHUe (acmupanus) KOCTHOTO MoO3ra sIBISIeTCS
00s13aTeIbHOM ~ PYTMHHOM  JUMArHOCTHUYECKOW  mpolenypoil.  BelmonHeHue
TpenaHOOUOICUU He SIBIIsIeTCS 00s3aTeNbHBIM, 33 MUCKIIOYEHUEM CHUTyallul C Tak
Ha3bIBAEMBbIM «CYXHUM ITPOKOJIOM» HJIM OYEHb CKYJIHBIM ITYHKTATOM KOCTHOTO
Mo3ra. Masku nepudepruyeckoil KpoBU U KOCTHOTO MO3Ta HCCIEAYIOT ¢ ITOMOIIBIO
okpacku o May--Grunwald--Giemsanu Wright--Giemsa.

PexomennoBano uccnengoBaTh kak MuHUMyM 200 jeiikonuToB B Maske
nepudepudeckoil kpoBu u kak MuHUMYM 500 sigpoconepkalx KJIeTOK B Ma3Ke
KOCTHOTO MO3ra.

Jlis ycranoBnenns: nuarHo3za OMJI B ma3zke mepudeprudeckoil KpoBU WIIN
KOCTHOro Mo3ra HeoOxomuMo Hammune 20% wnm Ooljiee OJIACTHBIX KJIETOK.
Crnenyet mog4epKHYTh, YTO IMMyHKIIMIO KOCTHOTO MO3ra HEOOXOIUMO BBITIOJHITH BO
BCEX CIIy4asx, HE3aBHUCHMO OT TPOIIEHTHOTO COJAEpKaHWs ONacTHBIX KIIETOK B
nepupepruieckoit KpoBH.

[Tpu ob6uapyxenun meHee 20% (5--19%)6macTHBIX KJIETOK B ITyHKTATeE
KOCTHOTO MO3ra 4epe3 / JHeW BBIMOJHSIOT MOBTOPHYIO MYyHKIHIO, W, €CIH JO0JIs
OmacTHBIX KjIeToK He mpesbimaeT 20%, B cooTBeTcTBHM C Kiaccudukanueir BO3
yCTaHABJIMBAIOT AUarHo3 pedpakrepHoit aHeMuu ¢ U30bITKOM Oj1acToB 1-T0 mu 2-
ro tuna (5--9% u 10--20% OnacTHBIX KIETOK B IYHKTaTe KOCTHOTO MO3ra).
Tepanuio oCyLIECTBIISIOT M0 OTJIEIBHBIM MPOTPaMMaM.
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Korma monst simpocomepkalux SpUTPOUIHBIX KIETOK COCTaBISIET MeHee
50% oT Bcex smpocoepKalmX KJIETOK B IyHKTaTe KOCTHOTO MO3ra, TO TOJCYeT
nmpolleHTa OJAacTHBIX KIETOK OCYIIECTBISETCS 10 OTHOIICHHWIO KO BCeM
SIPOCOIEPIKAIINM dJIEMEHTaM KOCTHOTO MO3Ta.

Ecnu nonst simpocoaepkaiux KIETOK SPUTPOUIHOTO psija coctaBiseTr 50%
u Ooyiee, TO, B 3aBUCUMOCTH OT IIPOLIEHTHOTO COJACP)KaHMS OJIACTHBIX KJIETOK,
MOJKET MPOBOJUTHCS MX MepepacyeT Ha HEIPUTPOUAHBIE SIAPOCOASPIKAIINE KICTKH
KOCTHOTO MO3ra: TIpH Joje OJmacTHeIX kieTok, paBHoM 20% u Gonee, mepepacuer
HE TMPOUW3BOJIAT, MpH jJojie OnacTHBIX KieTok MeHee 20% wx mporeHTHOe
coJlep)KaHre BBICUMTHIBACTCS M3 YHUCHA BCEX SIPOCOACPKAIIUX HEIPUTPOUIHBIX
3JIEMEHTOB KOCTHOTO MO3Ta. DTH pacyeThl UCIONB3YIOT IJs auddepeHInanbHOMN
nuarnoctuku mexay OMJI u MJIC.

[Tpu OMJI ¢ t(15;17), t(8;21), inv(16) or t(16;16) npu HEKOTOPBIX CIIydasx
OCTPOT'0 SPUTPOMHUEN03a 1011 OJACTHBIX KIETOK MOXKeT ObITh MeHee 20%.

Muenob6acTel, MOHOOACTEI M MerakapruoOIacThl BKIFOYAIOTCS B oOIee
guciio  OJacTHRIX  KIeTok. B cimydasx OMJI ¢ MoHomMTapHOW W
MHUEJIIOMOHOIIUTAPHON Tu(PepeHIINPOBKOM, MOHOOIACTEI M TIPOMOHOIIUTHI, HO HE
aHOMaJlbHbIe MOHOILIUTHI, TAK)Ke CUYHMTAIOTCS SKBUBAJICHTAMH OJIACTHBIX KIIETOK.
DpuUTpoOIACTBl HE CYUTAIOTCS KaK OJaCTHBIE KIETKH, 32 MCKIIFOUEHHUEM peIKHX
Clly4aeB dpUTPOMHUEIN03a.

BrimonHeHne LWTOXMMHYECKOTO aHajW3a KIETOK KOCTHOTO MO3ra
HEOO0XO0MMO, JTaXKe eCIIM OIpeIesIsieTCs] BRICOKOe cofepkaHue OJacTHBIX KIETOK B
nepudepudeckoii KpOBH. OITO CBSI3aHO C TeM, YTO B pAle ClydaeB
[UTOXUMHUYECKUE peakIMh MOTYT JaBaTh pa3IMdHbIe pe3yJbTaThl B KIIETKaX
nepudeprudeckoil KpOBH M KOCTHOTO MO3ra, YTO MOXET IOBJedb 3a coOoi
yCTaHOBJICHHE OINMMOOYHOro AWarHo3a. /[MarHo3 OcCHOBBIBaeTCS Ha pe3yJsibTaTax
aHaJM3a, MOJIyYeHHOTO Ha KJIETKaxX KOCTHOTO MO3Ta.

Jlns upeHTUDUKAMKA JTHHAA KIETOYHOW AU QPEpPeHIINPOBKU OMUPAIOTCS B
Oonplleld CTeTIeHW Ha JaHHbIe [[UTOXUMHUYECKOTO WCCIIeIOBaHUs, YeM Ha
UMMYHO(EHOTHITUPOBAaHUE  (BBIMOJIHAEMOE OOBIYHO  METOAOM  MPOTOYHOM
utodoopuMetpun). Memone3yrot peakuun Ha Muenonepokcuaasy (MPO) wnm
CYIaHOBBI YepHBIM, HeCHeIUPUUECKyl0 3cTepasy, ainbha-HapTHIACTEPA3y
(momaBnsiemass wim  Her ¢Topumom Hatpusi) u  PAS. OOHapyxeHue
Muesonepokcuaazsl B 3% u Oonee 6aCTHBIX KIETOK yKa3bIBaeT Ha MUEIOUIHYIO
auHUI0 AU(QepeHIupoBKH, HO €€ OTCYTCTBHE He HCKII0YaeT MUEIOUIHYIO
HAIpPaBIEHHOCTh KJIETOK, TIOTOMY YTO B paHHUX MHeJo0IacTax M MOHOOIacTax
MPO moxeT oTcyTcTBOoBaTh. OKpacka cygaHOBBIM YepHbIM aHasiornuHa MPO, Ho
sBisieTcsl MeHee crneruuyHoi. Hecmenmmduyeckas sctepasa umeeT auddy3Hyto
IUTOIJIA3MATHYEUCKYIO aKTUBHOCTh B MOHOOacTax (00braHO 80% MO3UTHBHEI) U
mononwutax (20% no3utuBHbI). Takxke Ui onpejeseHUs MOHOIMTAPHON JTUHUH
TG GepeHIIMPOBKY  HCIIONB3YIOT Peakiuio  anbha-HapTUIdCTEpasy, KoTopas
JOJDKHA ToIaBIsAThCs propunoM Hatpus. [Ipu OMJI PASpeakuus onpenensiercs
B 1 Py3HOM BUE, PU MOHOIMTAPHOU AU PEpeHINPOBKE — B psijie KJICTOK OHA
nuddy3Ho-TpanysspHas. Takxke W mpu octpoM sputpomuenoze PASpeaxius
JOJKHA OBITH MOJIOKUTEITHHON B AP PY3HO-TPaHyISIPHOM BH/IE.
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4.2.VIMMyHOQeHOTUIMPOBaHUE

K 3agauam uWMMyHO(QEHOTUNIMPOBAHMS KaK COBPEMEHHOro MeToja
IMarHOCTUKA MOXXHO OTHeCTH clieayromnue. 1) monaTBepkIeHue nuarHosa, 2)
ycraHoBieHue BapuaHTa OJI B ToM ciiydae, Koraa HUTOMOP(OIOTHUECKUI MeToA
He JI0CTaTOYHO MH(OpMaTuBeH (Hampumep, Npu ycTaHoBieHuu auarnoza OMJI ¢
MuUHUManbHOU — auddepenHnupokoii — MO-Bapuant); 3) ompeneneHue
oudenorunmuecknx u OwimHeitHbIX BapuantoB OJI; 4) xapakTepucTuka
abeppaHTHOTO UMMYyHO(eHOTUNa B Ae0oTe 3a00JeBaHus C LEbI0 JajbHeHIIero
MOHHUTOPHHIa MUHUMAaJIbHOW OCTATOYHOU TOIYJISLUUA KJIETOK B MEPHO] PEMHUCCHH

OJL.

s OMIJI UMMYHO(EHOTUITHPOBaHNE c TTOMOIIBIO
MYJIbTHIIAPAMETPUYECKON  TMPOTOYHOM  1uTodoopuMerpun  (0OBIMHO — Kak
MUHUMYM 3- WJIU 4-[IBETHO#) ABJSETCS JOMOJIHSIONIMM METOJOM B JAMArHOCTHKE.
Ero ucnomne3ytor st 6ojiee YETKOTrO OmMpelesieHus: MPUHAIIC)KHOCTH OJIaCTHBIX
KJIETOK K TOW WIM UWHOM JIMHUU KIETOYHOH JAuddepeHIupoBKA TOCIe
ycraHoBiieHUs1 Mopdosiorudeckoro auaraoza OMJI (Taéa. 2).

Tabmnura 2
NMMyHOTOrHYecKre MapKephl, XapaKTepHbIe JJIsT pa3HBIX MOP(HOIIUTOXUMHIECKIX
BapuaHToB OMJI

OMIJI | Dxcmpeccus AHTUTCHOB KJIACTEPOB T hepeHITIPOBKH
CD11| CD13| CD14| CD1j CD33] CD34 HLA-DR CD41 CD42b

MO - + - - + + - - -

M1 - + - - + + + - -

M2 + + +/- + + - + - -

M3 + + - +/- + - - - -

M4 + + + + + - + - -

M5 +/- + + + + - + - -

M6 - - - - - - - - -

M7 - - - - - - - + +

brnacTHbple KIETKH CYUTAIOTCS TO3MTHBHBIMH IO SKCIPECCHH TOTO WM
WHOTO aHTWreHa, ecnu oH ompexaensercs Ha 20% OnacTHBIX KJIETOK U Ooiiee
(moporoBoit 3Havenne). [l psnma MapkepoB (TakKMX KakK IUTOINIA3MaTHYECKHE
CD3, MPO, TdT, CD34, CD11 #cnonb3ytot 6oiee Hu3kuid mopor -- 10%.

XapakTepucTKa, TIIOACYeT M  COYEeTaHWE DKCIPECCHU  HEKOTOPBIX
MOBEPXHOCTHBIX W IHUTOIIA3MAaTUYECKMX AHTUTCHOB SBISIOTCS HEOOXOJIUMBIMU
JUTSl YCTAHOBJICHUS KJII€TOYHOM JnHKMK, ntuarHocTuku OJI cMemanHoro GpeHotura u
JETEKIIMK a0eppaHTHBIX KJIETOYHBIX (PEHOTHIIOB, YTO B JaJIbHEHIIIEM IMO3BOJISET
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MOHUTOPUPOBATH MUHUMAIBHYIO OCTATOUYHYIO MOMYJISALNIO OJACTHBIX KIIETOK, TaK
Ha3bIBAEMYI0 MHHHUMAIbHYIO pe3uayaibHyto Oone3ns (MPB). Onpenenenue
MpolleHTa ONAcCTHBIX KJIETOK METOJOM MPOTOYHOM LUTOQIIOOPUMETPUU HE
SBJISIETCS] 3aMEHON MOP(OJIOTUUECKOTO MOJCUeTa, U OUeHb YacTO Pe3yJIbTaThl JBYX
UCCJIeIOBaHUM HE COBIAJIAIOT.

NMmyHObeHOTUITMPOBaHME HEOOXOIMMO JJisi yCTAaHOBJIGHHS JMarHo3a
OMJI ¢ wmuHuUManbHOU U GEepeHINPOBKOH, OCTPOro MerakapuOLMTapHOTO
neitkoza u OJI ¢ HeompenenenHoir nuddepermuporkoit. OMJI ¢ MUHUMATHHON
muddeperpoBkoit — 3ro OMJI 6e3 MOp(hONIOTrHYECKOTO U IUTOXUMHUYECKOTO
MOJNTBEPXKIEHUST MHeNouaAHoN nuddepeHupokr. B OGonblMHCTBE ciy4yaeB
wietku OMJI ¢ wMuaEManpHONW aud(EepeHINPOBKON AKCIPECCUPYIOT —Tak
Ha3bIBaeMble paHHUE MapKephl reMonod3a (takue, kak CD34, CD38u HLA-DR),
U Ha HUX OTCYTCTBYIOT MapKepbl MUEJOUIHOTO U MOHOLUTOUAHOTO CO3PEBAHUSI.
MPO mnpu HUTOXMMHUYECKOM HCCIEIOBaHWM BCerja OTpUllaTelibHa, HO MOXET
OTIPENIeNISATECS TPU HKCCIEAOBAHUM METOJIOM MPOTOYHONW LUTOMIOOPOMETPUN
(moIoXKHUTENBHBIM CUMTaETCS opor 5--7%).

OcTpblii MerakapuoOJacTHBIM Jeiiko3 — 3To Jeitko3 ¢ 20% wunu Gomnee
OJTaCTHBIX KJIETOK, M3 KOTOopbix 50% mnm Gosiee OTHOCIT K MerakapuOLMTapHOU
JUHUU TUQGEepeHIIIPOBKHY; Merakapruo0aacTbl 0OBIYHO IKCIPECCUPYIOT OJUH WIIN
6onee rimkonporenHoB TpomOoruToB CD4lu/umu CD61u pexxe CDA42.

OJI HeompeneneHHON KJIETOUYHON NPHUHAIEKHOCTH SIBISIFOTCS PEIKHUMHU
TUTIAMU JIEKO30B U BKJIIOYAIOT ClIydad, KOTOpble He UMEIOT MPU3HAKHN KIETOYHON
nudepeHIMPOBKN (Takue Kak OCTpblii HeauddepeHIUpOBaHHBINA JIEHKO3) WM
TaKOBbIe ¢ OJIACTHBIMU KJIETKaMHU, KOTOPBIE SKCIIPECCUPYIOT MapKepsl Oosee, yem
ONHOW  JIMHWM  KJIEeTO4YHOW  nuddepeHIUpoBKH  (Takwe  KaK  OCTpBIH
oudenoTunuyeckuii neikos). Kinetku octporo HenuddepeHINPOBaHHOTO JeHK03a
o600 akcmpeccupytor HLA-DR, CD34 u/unu CD38, Ho mpu 3ToM y HHX
OTCYTCTBYIOT MapKephl ompejeieHHor nauHuu nuddepenurpoBku. [Ipu octpom
OM(pEHOTUNTMYECKOM JIelKo3e MOTYT OBbITh KaK cpa3y HECKOJIbKO TMOMyJIsLni
0JIaCTHBIX KJIETOK, TaK W KJIETKU OJHOW MOMYJSIKU, HO SKCIPECCUPYIOIIHe cpasy
HECKOJIbKO MapKepoB WM KOMOMHanusg o00OWX BapHaHTOB. OcTpbiii
OudeHoTUNMYEeCKUi Jeitko3 no kinaccupukanuu BO3 MoxeT BKIItOUaTh HECKOJIBKO
MOJITUTIOB KaK C OMpeNeJIeHHBIMU I'eHEeTHUYeCKMMH aHOMAalMsSMHU, TaK U 0e3 HUX.
Hanpuwmep, OCTpPBIN BCR-ABL 1-nonoxxuTenbHbII JIEHKO3 pu
UMMYHO()EHOTHITMYECKOM MOXKET BBITJISIIETh KaK OCTPhIA Ou(eHOTHUIHUeCcKUid.
Takue nelKo3bl AOMKHBI JeduuThcs ckopee He kak OMJI, a kak OJUI, ¢
BKIIIOUEHUEM THPO3WHKHWHA3HBIX wuHruouropos. Taxxke mnpu BCR-ABLI1-
nonoxutenbHbIXx OJI Beerma momkeH MpoBOANUTHCS AU depeHINaNbHbIA TUArHO3
¢ OJIacTHBIM KpU30M XpoHHUeckoro muenoineiikosa (XMJI). Hexoropeie OMJI ¢
MHOXECTBEHHBIMH  XPOMOCOMHBIMH ~ aHOMAJIUSIMH  HMMEIOT  OIpeJeeHHbIe
uMMyHodeHoTHIInYeckre  ocobennoct, OMJI ¢ inv(16) 3adactyio
sKcnpeccupytoT Mapkep T-kierounoit nuddepenunpoBku CD214,a knetku OMJI
¢ mytanueit NPM1 3agactyro skcnipeccupyror CD33 npu HU3KOH WIIM OTCYTCTBUU
skcnpeccun CD34.
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JIJIs 1OCTOBEpHOM IUArHOCTUKH OWJIMHEHMHOTOo WM OW(EHOTHUITUYECKOTO
OJI HeoO6XoIMMO BBITIOJHUTH pacueThl B cOOTBeTCTBUM co mikanoir EGIL u BO3:
€CJIM CyMMa 0aJlJIOB JUISl KaKJIO0W JIMHUM KPOBETBOPEHHS COCTABIISIET Oojiee 2, TO

yKa3aHHbBIN TUArHO3 MOXeET ObITh ycTaHOBIeH (Tadua. 3).

Taonuia 3. banpHas olleHKa 110 IIKaie

bannsr AHTUTECHBI
B-kietouHoit THHUA T-xeTouHoM MUHUKA MUEJIONTHOM JTHHUN
2 CD79 CD3wrt/mMem Antn -MPO
ut IgM Antu TCRao/p (aaTHITIH3OIIAM)
[{ut CD22 Antu TCR /5
1 CD19 CD2 CD13
CD10 CD5 CD33
CD20 CD8 CDw65
CD10 CD117
0,5 TdT TdT CD14
CD24 CD7 CD15
CDla CD64
O6'B€I[I’IHCHH3§I OUTOXUMHNYCCKAasA I/IMMYHO(i)eHOTI/IHI/ILIeCKaH

XapaKTepUCTHKa OJNaCTHBIX KIETOK TMpPH OCTPBIX MHEJIOUIHBIX JeKo3ax

npejcTaBiieHa B Ta6.1. 4.

Tabnuua 4. Dxcnpeccusi TOBEPXHOCTHO-KIETOUHBIX U [IUTOMIa3MaTUUYECKUX
MapkepoB it tuarHoctrkd OMJI u OJI cmemnmanHoro dheHoTHIA

Jnaruos Mapxkepsbl AHTUTEHBI KJIaCTEpPOB
G hepeHITMPOBKH
OMJI [IpenmecTBEeHHUKOB CD34, CD38, CD117, CD13
HLA-DR
TPaHyJIOIHUTOB CD13, CD15, CD1e6, CDS
cMPO
MononuToB Hecnenuduueckas acTepasa

(NSE),

CD11c, CD14,

CD64, muzoumm, CD4, CD11b
CD36,

NG2 romoJjor* (me
ucnoJsb3yercs B PO)
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Mer AKapuonuTOB

CD41 (mukonporeun lIb/ll1a),
CD61,

(rmukonpotent llla), CD42,
(rmuxompotenn 1b)

DpUTPOUTHBIE

CD235a {ukodopun A)

Huarnoz  OJI
¢benotuna

CMCIIaHHOT'O

Muenonagast TUHAS

MPO wunmu  moaTBepiKICHHE
MOHOIIUTAPHOMI

TG GepeHITIPOBKU (xax
MUHHAMYM JIBa U3 CIIEIYIOIIHX:
NSE, CD1l1lc, CD14, CD64
JIM30LIMM)

B-munus

CD19 (¢wmpHas) +  Kak
MUHEMYM 1 W3 clenyrommx:
CD79a, cCD22, CD10,umm
CD19 (nabas) + kak MUHEMYM
2 wm crnenyromux: CD79a,

cCD22, CD10

CD3

T-nmuHus cCD3, wmm nOBEepXHOCTHBIN

[Ipumeuanue. * -- B OonpmmHcTBe ciydyaeB OMJI ¢ anomanmeir 1123
obOHapyxwuBatoT 3kcnpeccnto NG2tomonora (komupyemoro reHom CSPG4),
JIETeKTUPYEMYIO C TTIOMOII[bI0O MOHOKJIOHAJIbHOTO aHTuTena 7.1.

TpeGoBanus K OINpeACICHUI0O MHUETOUIHOW HaANpaBIEHHOCTU OJIACTHBIX
kiaetok npu OJI cmerranHoro ¢geHoruna More stringentuyem s ycTaHOBJIEHHUS
nuarHoza OMJIL. Taxxke crnegyeT oTMeTuTh, uto auarHo3 OJI cmemaHHOro
(dbeHOoTUITa yCTaHABIMBAIOT M TPU OOHAPYXKEHUHU JBYX IMOIMYJISLIAN OJacTHBIX
KJIETOK — MHEJIOUTHON 1 TUM(OUITHOMN.

4.3.1luToreHeTrka

CrangapTHOE LUTOTEHETHYECKOE HCCIeOBaHUE SIBISETCS HEOOXOIUMBIM
KOMIIOHEHTOM JMAarHOCTHUYECKHX Mpoleayp y nauueHTta ¢ moxo3perueMm Ha OJI.
XpPOMOCOMHBIE aHOMAJIHMH NETEKTUPYIOTCS B NMPUMEPHO Yy IOJOBHUHBI OOJBHBIX
OMIJIL. Cemb TpaHcnokanmii 1 WHBepcuil (M WX BapuaHThl) omnpexaenstorcs BO3 B
kareropuro «OMJI ¢ ycTOHYMBO BBISBISIEMBIMH XPOMOCOMHBIMH aHOMAJHSIMU.
bonee Toro, oOHapyXeHHEe HEKOTOPBIX T'€HETHUECKUX aHOMAIUN SBISIeTCS
JOCTaTOYHBIM JUIsl yCTaHOBIeHWs JuarHoza «OMJlI ¢ MynbTUIMHEHHON
nucruiazueit» npu Hannduu 20%u Gostee GIaCTHBIX KIETOK B KOCTHOM Mo3re (CM.
Tada. 1).

Jlis  ompeneneHuss  KapuoTHNa  JOCTOBEPHBIM  CUMTAeTCS  TOJBKO
uccienoBanne kak MuHUMyM 20 Merada3. AHoOMaiMM B KapUOTUIIE MOTYT
yCTaHaBJIMBAThCA U HA OCHOBAaHUM MCCJIeIOBaHUS KJIETOK MepudepruyecKoil KpoBH.

Omnpenenenne TexX WM WHBIX HUTOTEHETHUYECKNX aHOMAINN yKe Ha MOMEHT
nuarHocTuku  OMJl  MoXeT ompefenuTh TepaneBTUYECKyl0 TaKTUKY IS
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KOHKPETHOro OOJBHOTO: HampuMep, BBISIBICHHE KOMIUIEKCHBIX W3MEHEHU!
KapyuoTUNa WJIM MOHOCOMHOIO KapHOTHIIA CBHUJAETENbCTBYET O HEO0OXOAMMOCTU
npeaesbHO paHHero BkItoueHus aysioreHHoit TKM B mporpammy neuenus OMJI,
BIUIOTh A0 TmpoBeAeHuss asmioreHHo TKM B amnasum mociie mepBoro
WHIYKIIMOHHOTO Kypca.

4.4.MonekyasipHas HTUTOr€HETHKa

[Ipn HeynaBiieMcsi HUTOTEHETHYECKOM HCCIIEIOBAaHUM OMIIMOHAIBHBIM
BapHaHTOM ISl IETEKIUH PeapaHKUPOBOK T'eHOB SIBIsieTCs (IIFOOpecleHTHas N
situ ruopumuzanus (FISH), Takux kak RUNX1-RUNX1T1, CBFB-MYH11, MLL n
EVI1 umu morteps xpomocombl 5 u /(. FISH 3auactyro neobxomum s
uaeHtudukanuu caussauit MLL npu tpancnokamnusx pernona 11923.

4.5.MonekynsipHas TeHeTHKa

[Ipu Benenun OonbHbIXx OMIJI B3siTHe 00pa3lOB KOCTHOTO MO3ra U
nepupepruieckoil KpoBH C IIEJIbI0 MOJICKYJIIPHOTO HCCJIEOBAHUS  SIBIISIETCA
pyTUHHOU nipolieaypoii. B uaeane neooxoaumo nposectu Boiaenenune JJHK u PHK
U 3aMOpPO3UTh KJIETKH, €CJU KJIETOK OrpaHM4YeHHOE KOJUYECTBO, TO BBIIEJIECHUIO
PHK nomxHo otnaBathesi mnpeamnoutenue, Tak kak PHK moaxomutr nans
MOJIEKYJIIPHOTO CKPUHUHTA Ha MpeaMeT CIAUSHUI I'eHOB U MyTalluid, CBSI3aHHBIX C
JIEUKO30M.

[Ipy HexkoTOpeIX oOcTOsITeNbcTBaX Nosie3HbIM siBisgerca OT-ITHP  mns
ciusaHuii reHoB TakmX, kKak RUNX1-RUNX1T1, CBFB-MYH11, MLLT3-MLL,
DEK-NUP214. OT-IILIP, s kKoTOpo# cTaHIapTU3WPOBAHHBIE TTPOTOKOJBI OBLIH
pa3paboTtanbl u omyonnkoBansl rpynnoit BIOMED-1, npumensiercs 1uist ieTeKuuu
3TUX peapaHkKUPOBOK, ecld MOPQOJOTHUS XPOMOCOB HEJOCTATOYHOTO KayecTBa
JUISl LIUTOT@HEeTUYECKOTO MCCIeIOBAaHUSI WM B ClydasiX, Korja Mpu TUIUYHOU
MOP(OJIOTUN HE BBIABIAIOTCS MpeJroyiaraeMble IUTOTeHeTUYeCKre aHoManuu. B
HEKOTOPBIX M'eHaxX UICHTU(PUIIMPOBAHbBI COMATHUYECKUE MYTallUM, HAllpUMeEp, FeHbI
NPM1, FLT3, CEBPA, MLL, NRAS WT1, KIT, RUNX1, TET2 u IDH1. YacroTa
3TUX MyTalUl BapbUpyeT CPeay LIUTOTeHETUUECKUX TPYIII.

OMIJI ¢ myramusmu B reHax NPM1 wnu CEBPA omnpenenenst BO3 kak
ycioBHbIe KaTeropuu. CKpUHHHI 3THX JByX MapKepoB, Tak e kak u FLT3,
JIOJDKeH BBIMOJHSATBCS MpPU  MPOBEACHUM KIMHUYECKUX UCIHbITaHUM. XOTH
tectupoBanne Ha NPM1, CEBPA u FLT3 He sBmsercs o0si3aTelbHBIM BHE
KIMHUYecKuX wucneitanuid, BO3 pekoMmeHayeT IeTEKTUPOBATh 3TH MYyTallUu Y
OOJIBHBIX C LUTOreHeTHUYeckrn HopMaibHbiIM OMIJI, koMy OynyT MHpOBOIWTH
TEepanuilo He MNAJUIMaTUBHYIO, a HalpaBlIeHHYI0 Ha W3JIeYeHHe, BKIIOYas
TPaHCIUTAHTALIMIO CTBOJIOBBIX N'€MOIMO3TUYECKHUX KIIETOK.

4.6.bnoGaHKUHT

N B pamkax KOOIEPUPOBAHHBIX MCCIIEIOBAaHUN M B3aUMOICHCTBUSA, a TaKKe
B OOBIYHOW KIMHUYECKOW TIPaKTUKE PEKOMEHIYETCS BBIICIATh M COXPAHATH
nepsuuHyto JIHK wim PHK GonbHBEIX B OMOOaHKe, MM HAIpaBiIsATh MaTepHall Ha
xpaHeHue B jJabopaTopun DenepanbHbix LlenTpos. [lepBruHbIil MaTepra T0DKeH
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BKJIIOUaTh 3amopokeHHyto BoiAeneHHyo JIHK wnu PHK, xpanumyio mnpu

temneparype -80°C u kuBble KIETKH, XpaHUMble Tpu Temmeparype -196°C.

Taxxke mis xpaHeHus: pekomenayetrcss coxpausath JIHK, uurorenernueckux
0CaJIKOB JI0 JIEUEHHs] M Ha Pa3HbIX ero 3tamax (Bpems moctwkenus [1P, MmomeHT
peummuBa) st onpenenenuss MPB. CoxpaHeHue TepBUYHOTO Marepuaia
MO3BOJIUT B cliyyae HEOOXOJUMOCTH OILIEHUTh MPOTHO3 U YETKO OIpeaesuTh
TepareBTUYECKYIO TAaKTUKY .

4.7.Jlpyrve 1uarHocTUYecKHe TeCThI
JlonoTHUTENbHbIE JUATHOCTUYECKHE TECThI IepEeYUCIIeHbl B Ta0JI. .
Tabnuna 5. Tectsl, mpuMeHsieMble Y 607bHBIX epBUYHBIM OMJI

[lokazarens HccnenoBanus HeoOxomumocTh  IpoBeIEHUS
UCCIIeTOBAHUS
Uccnenosanus, Kmuangeckuit  anamuz  xpoBu ¢ | /[la
He00X0IUMBbIe utst | hopMy ot
YCTaHOBJICHUS IUarHo3a
AcnupaT KOCTHOTO MO3ra Ja
TpenanoOuorncus ITo moxazanmsim™
NmmyHO(DEHOTHITHpPOBAHHE Ja
[IuToreneTnka Ja
FISH [To nmokazanusiM™*

Cxpuamar RUNX1-RUNXI1TL, CBFB- | Ilo moka3zanusm***
MYH1, PML/RARA uu Ipyrux reHoB

JlromOanpHast MyHKITAS Ja

Heobxoaumere AHaMue3 )XU3HA 1 3a00JI€BaHN Ja

WCCIIeIOBaHMS JI0 Havaia

- Cratryc  GompHoro (mo  1mkamam | Jla
ECOG/WHO)
UccnenoBanue koMopOuIHOCTER Ha
buoxummdaeckoe uccienoBanue, | Jla
KoaryJorpamma
Tect Ha 6epeMeHHOCTH Ha
KpuoxoncepBupoBanue siinekyietok u | [Ipy  HeoOXxomuMocTH © €
CIIEPMBI corjyiacus 00JIbHOTO
HLA-tunmmpoBanme Ha

TectupoBanue kpoBu Ha Mapkepsl |Jla
BUpycoB remnarutos B, C; BUY

Pentrenorpagust opranoB rpyaHoii | Jla
KJIETKH

KT opranoB rpyaHoit  kieTkw, | Jla
TOJIOBHOT'O MO3ra
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OKT'; 9XO-KT" Ha

Bro6aHkuHr PexomennarensHo
Uccnenoanue Myranuu renoB NPM1, CEBPA, FLT3 | PekomennatenpHo
MIPOTHOCTUYECKUX N
Ma Myranuu resoB WT1, RUNX1, MLL, | B pamkax uccnenoBanuit

pKepoB

KIT

RAS, TP53, TET2, IDH1 B pamkax uccnenoBanuit

Okenpeccust reHoB ERG, MN1, EVI1, | B pamkax uccienoBanuit

BAALC

Omnpenenenne MPb B pamkax uccienoBanuit

[Ipumeuanue. * -- TpemaHOOUOICHUS HE SIBIISIETCSl 00s3aTEIbHON MpPOLEeTypO, HO
MpYU TOJMYyYEHUN TaK Ha3bIBAEMBIX «CYXUX» ITyHKTATOB, TPEMIAHOOUOTICHS MOXET
CTaTh EIWHCTBEHHBIM METOJOM, IIO3BOJISIONIMM YCTAaHOBUTH JHWArHo3; ** --
uccinenoBanne FISH Moxer ObITh peKOMEHIOBaHO B TeX ClydasX, KOTga Mpu
BBITIOJIHEHWH CTAHJAPTHOTO IIUTOTCHETHYECKOTO0 WCCIIeIOBaHUS He ObLIo
MOJIy4YeHO MHUTO30B, a TakKkKe B TEX CHUTYyallUsX, KOTJa BBISBICH HOPMAaJbHBIN
KapyuoOTHUI, HO TP BTOM HUMEIOTCS SIPKHE KIWHUKO-1a00paTOpHble CHUMIITOMBI,
HaIrpuMep, OCTPOro MPOMHUEIOLUTAPHOTO Jieiiko3a UIid MUe00JacTHOTO Jieiiko3a
¢ invl6; *** - MoNeKyJNSpHBI CKPUHMHI Ha YyKa3aHHble MapKepsl
CaMOCTOSITEJIbHOTO 3HAYEHUS] He MMeeT, HO KaK BCIIOMOTaTelbHbI METOJ MOKEeT
ObITb  WCMONB30BAaH  NpPU  OTCYTCTBUU  pe3yjbTaTOB  CTaHIApPTHOIO
[UTOTEHeTUYECKOro uccienoBaHus. TemM He MeHee, BBISIBIEHHWE TOTrO WU
MOJICKYJIIPHOTO MapKkepa He TO03BOJIIET JOCTOBEPHO YCTAHOBUTH IUArHO3 W
TpebyeT momonmuutensHoro FISH4iccnenoBanus; R COXpaHEeHHUE TMEePBUYHOTO
ouosorndeckoro Marepuana (JIHK, BwimeneHHas W3 KOCTHO-MO3TOBBIX KJIETOK,
WIA 3aMOPOKEHHBbIE KJIETKH) JUIS BBIMOJTHEHHS B OYIyIIeM MOJIEKYJISIPHBIX
WCCJIeIOBaHUM, TTO3BOJISIONINX YeTKO OMPEIeNIUTh TPYIIIbI pHUCKa.

5. [IporHocTuyeckue pakTopbl

[IporHocTudeckre (akTopbl MOTYT OBITH MOJpa3fesieHbl Ha 2 OCHOBHbBIC
TPYIIIBL:

1-1 rpynma — ¢akTophl, OCHOBaHHbIE Ha XapaKTepHUCTHKaX MaldeHTa U
COCTOSIHMM €T0 OOIIero 3/J0pOBbS;

2-1 rpynna —  dakTopbl,  OOYyCJOBJIEHHbIE  OHOJOTHYECKUMHU
XapaKTEPUCTHUKAMU JICHKeMHYeCKOTO KJIOHA;

3-1 rTpynma, OTMEYeHHas B OTOW TJiaBe, SBISIETCS HEe OOBEKTUBHBIM
KpUTEpHEM, a CyObeKTUBHBIM, HO UCKITFOUATEIFHO MPUHIUITHAEHBIM, (aKTOPOM,
ocobeHHo B ycnoBusix Poccutickoit denepanui.



19

5.1.dakTopkl NPOrHo3a, CBs3aHHbIE C NAIUEHTOM

Bo3spact siBnsieTcsi oqHUM U3 YHUBEPCAIbHBIX, HE3aBUCUMBIX U YCTOWUYMBBIX
¢dakTopoB mporHos3a. [lonrocpounsie pe3yibTaThl JiedueHus OoibHbIX OMII B
Bo3pacte crapiie 60 et 3HaUMTeNbHO Xy)Ke B CPAaBHEHHH C TAKOBBIMU Y OOJBHBIX
Mosoxe 60er.

D10 00ycloOBIE€HO, Kak MHUHUMYM, JIByMsl MpUYuHamMu. Bo-nepBbix,
yBeJIMUYEHHEM C BO3pPACTOM 4YacCTOThl HEOJAronpUsTHBIX [MUTOTEHETHUYECKUX
MOJIOMOK: OTMEYaeTcs MOCTETNIEHHOE HapacTaHue CIIy4aeB c
HecOATaHCUPOBAaHHBIMU  XPOMOCOMHBIMH ~ abepparusiMi, ¢ KOMIUIEKCHBIM U
MOHOCOMHHBIM ~KapuoTUnoMm. OJHOBpEMEHHO C JSTHUM CHHUXKAeTCid YacToTa
oOHapyxeHHUs] cOajaHCHUpPOBaHHBIX aleppaluii, BKIIOYas TaKhe OJarompusiTHbIC
BapuaHThl Kak TpaHciokanuu t(8;21), t(15;17)m wmHBepcus 1641 XpomMOCOMBI
inv(16). He nckimoueHo, 4To JaHHBIN PeHOMEH MOXKET OBITH OOYCIIOBIEH TEM, UTO
C  BO3pacTOM  YBEJIMYMBAETCs  4YacToTa  BO3HUKHOBeHHss OMIJI  wu3
npenmectBytomiero MJIC, Bkmouas u ciaydaw, korma MJIC ocrtaercs He
JUarHOCTUPOBaHHBIM. [loATBep)kaeHWEM STOMY MOXKeT OBbITh  3HAYMMOE
HapacTanue y OoipHeix OMIJI crapme 60 ner MJIC-accounnpoBaHHBIX
XPOMOCOMHBIX a0eppaliuii, a Takke UASHTUUHOCTh LIMTOTEHETUUYECKUX MOJIOMOK Y
noxuiblx 60abHBIX OMJI u MJIC. Tlpennonaraercs, uro 6ojiee BBICOKAs YacTOTa
obnapyxenus: mytanuii reHoB FLT3, MLL u NRAS y Gonbubix crapme 60 et
TaKe CBUJETEIbCTBYET O BO3MOXHOM CyIllecTBOBaHMM mpeiecTByromero MJIC
KJIOHA, KJIECTKA KOTOPOTO MPUOOpENTH MPU3HAKH JISHKO3HOTO TeHOTHITA OTYACTH W3-
32 BOBHMKHOBEHUS BbIIIIEyKa3aHHBIX MYyTal[UH.

Jpyroii npu3HaK, KOTOPbIA OmpeAessieT HeraTUBHOE BIMSIHHE BO3pacTa Ha
nporno3 OMIJI — mnpucoearHeHHE COIMYTCTBYIOIIUMX 3a00fieBaHUM, HallU4due
KOTOPBIX OMNpeeNsieT 3HaUYuTeNbHOe yXy/llIeHne 00IecOMaTHYeCKOro craryca 1o
CpPaBHEHHUIO C MOJOABIMU OOJBHBIMHM MPH MPOUYUX PaBHBIX ycioBHsX. Hanuuue
COMYTCTBYIOIIMX  3a0olieBaHM  ycyryOnser  moBpexjaawollee  JIeicTBHE
LATOCTAaTUYECKUX MPENnapaToB Ha >KM3HEHHO Ba)KHbIE OpPraHbl. CepAle, MEYeHb,
Jerkue, Nouku. Jlaxke B OTCYTCTBMM 3HAYMMOW COMATHYECKOW MAaTOJOTUH Y
MOXHWJIBIX OOJIBHBIX MEPEHOCHMMOCTh JIEKAPCTBEHHOTO BO3IeHCTBHS (HE TOJBKO
IIUTOCTATUYECKOT0) CYIIECTBEHHO HUXE, & BEPOSTHOCTh PA3BUTHS TOKCHUYECKUX
OCJIO)KHEHU I 3HAUUTENbHO BBIIIIE.

5.2. ®akTopsl IpOrHo3a, cBsizaHHble ¢ 3a0oneBanueM (OMJI)

dakTophl, CBsA3aHHbIE C 3a00JleBaHWMEM W BIUAIONIME HA PE3YJIBTATHI
Tepanuy, CleAyeT aHaTU3UpOBaTh Ha BCeX ATamax JIeYeHUs. DTO OOYCIIOBICHO
TEM, YTO JIEWKO3aCCOIMUPOBAaHHBbIE (AKTOPHI IPOTHO3a TIO3BOJISIOT OICHHUTH
00BbeM  OIyXOJEeBOW  MacChl, YYBCTBUTEJIBHOCTh OJIACTHBIX  KJIETOK K
IUTOCTATHYECKUM IIpernaparaM, CKOPOCTh SJTUMUHAILINY JEHKEeMHYEeCKUX KIETOK U
00beM MUHHMAIIbHOM ocTaTouHOM (pe3uayanbHoit) 6one3uu (MPB).

[Ipexxne Bcero, HEOOXOIMMO VYYHMTHIBATh TaKWe BIIOJIHE JIOCTYITHBIE
KJIMHAKO-T€MaTOJIOTMYECKHE TTapaMeTphl, aCCOIMUPOBaHHBIE ¢ HEOIAronpHUsITHBIM
teuenneM OMJI kak nerkonuro3 Bblre 100 x 10° /n, yIJIuHEHHE CPOKOB OT
MOMEHTa JMArHOCTUKHM 3a00JieBaHMs JIO Hadajla Tepanud, IePCUCTHPOBAHUU
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OJIaCTHBIX KJIETOK B Tepudepruueckoil KpOBH KO BpEeMEHH 3aBeplleHHUs
WHIYKIIMOHHOTO Kypca, HEAOCTHXKEHHWE TIOJIHOM pPEeMHCCHM IIoCjie TepBOro
WHIYKIIMOHHOTO Kypca.

OnnuM 13 BaxHeWIIUX (akTOpoB MpPOrHosa, compsbkeHHbx ¢ OMII,
SBIIETCSl KapUOTWUIl JIeWKeMUYecKMx KJeTok. VccnenoBaHue KapuOTHUIIA
HE00XO0AMMO MPOBOAUTH B 00s3aTEIbBHOM MOPSIKE BCEM OOJIBHBIM C TIOJI03PEHUEM
Ha OMIJI. K coxanenunro, B P® nuroreHeTnyeckoe UccieqOBaHUE BBIIOIHAETCS B
OCHOBHOM JWIb B KpymHbIX DenepanbHbix [leHTpax u psge pernoHaIbHBIX
1IeHTPOB. J[0JisT GOJNIBHBIX, KOTOPBIM MPOBOJST TO WCCIEIOBaHUE, JaKe B paMKax
KOOTIEPAaTUBHOTO B3aWMOJICHCTBUS TeMAaTOJOTHYECKUX I[EHTPOB HE IMPEBBINIAET
60%.

JlaHHBIE TIUTOTEHETHUYECKOTO WCCIIEOBAHUS TO3BOJISIOT BepUMDUIIMPOBATH
OMJI B cimyuasix, Korja NMPUHIHUIIMAIBHBIM SIBIISIETCS HE KOJIMYECTBO OJACTHBIX
Ki1eTok (MeHbine uian 6oJbine 20%),a oOHapyKeHHe XapaKTEPHBIX XPOMOCOMHBIX
abeppanmii. Peur maeT, B 4acTHOCTH, 0 Tak HasbiBaemom CBF (Core Binding
Factor) OMJI, koropslii o0BenuHSAET ciaydaum ¢ TpaHciokamuei t(8;21) wu
uHBepcueit iNV(16) He3aBUCMMO OT OTCYTCTBHS WJIM HAJUYUS JOMOJHUTEIbHBIX
XPOMOCOMHBIX abeppaliuii.

[ToMrMO 3TOro Ha OCHOBAaHMM H3YYEHUs KapUOTHIA TpPe/CTaBIseTCs
BO3MOXHBIM cTpatuduiupoBats OombHBIXx OMJI Ha 3 OCHOBHBIE TPYIIIHL:
0JIarOMpPUATHOTO,  TPOMEXYTOYHOTO W HEOJArompusiTHOTO  IPOTHO3A.
[Toppaznenenne GonpHbIX OMJI Ha 3TH Tpynmbl LeaecooOpa3HO C TOYKHU 3PEHUS
BBIOOpa TAKTUKH TOCTPEMUCCHOHHOW Tepanmuu. TpHMEHeHWe IuTapaduHa B
BBICOKMX JI03aX, WCIIOJIb30BaHWE TPAHCIUIAHTAIMA aJUIOTEHHBIX CTBOJIOBBIX
reMOIIOATHYECKUX KiIeTOoK. HeoOXoauMo MOMHHTH, YTO HWCIIONB3yeMbId TEPMUH
“OnaronpusATHBIA” He O3HAYaeT OTCYTCTBHE BEPOSTHOCTH Pa3BUTHS pELHUANBA U
HeleJIecO00pa3HOCTH UWHTeHCU(UKAMKM LHUTOCcTaThYeckod Tepanuu. Cpenu
6onbHbIX OMJI ¢ GaronpusITHBIM BapUaHTOM KapUOTHUIIA YaCTOTa BOSHUKHOBEHUS
PELMIMBOB 3HAYMMO HIKE, UeM Y OCTaJIbHBIX OOJIbHBIX, HO BEPOSATHOCTh BO3BpaTa
3a0ojeBaHus, TeM He MeHee, CyIIecTByeT. Takke cliefyeT MOAYEpPKHYTh, YTO
onpeneneHnue (GpakTopoB HeOIArOMPUATHOTO MPOrHO3a HE O3HAYAeT, YTO HE Hafo
JeYuTh BOOOIE, a HEOOXOAUMO C MOMEHTa JIMarHOCTHKM paccMaTpuBaTh Kak
MOXHO OoJiee paHHee TIpoBeieHre ayutoreHHo TKM.

Honst  GoxpHbIx OMIJI, 'y  KOTOpPBIX  OmpenenstoTcss  (aKTOphbI
HEOJIaronpusiTHOTO MOJIEKYJIIPHO-TEHeTUYECKOTO TPOTHO3a 10 JaHHBIM Pa3HBIX
uccinenoBannii, coctaBnsger 15--20%.K stum akTopam oTHOCST, Mpexe BCero,
KOMILTEKCHBIE XpPOMOCOMHBIE HapyIIeHUs [3 Wi Oojiee XpOMOCOMHBIX abepparuii
IIpY OTCYTCTBUM OJHOM U3 TpPaAHCIOKALUM WIM UWHBEPCUM, YKa3aHHBIX B
kiaccupukanmu  BO3:  t(15;17), t(8;21), inv(16) wm t(16;16), t(9;11),
t(v;11)(v;g23), t(6;9), inv(3)umu t(3;3)], MmoHOCOMHBIN KapuoTuil (aBe U Ooee
MOHOCOMHH HJIM OJTHA MOHOCOMHSI B COYETAHHUHU CO CTPYKTYPHBIMHU TMOJOMKaMH),
t(9;22), 1(6;9), -7, -5/50-, inv3, 1(3;3).

Cnenyer OTMETHTh, 4YTO Yy TOJOBUHBI OosibHBIX OMII omnpenensieTcs
HOPMAJIbHBI ~ KapUOTUIl JIEMKEeMHUYECKHX KJIETOK. ITO MOXEeT CIYXHUThb
OCHOBaHMEM B psfe ciydaeB sl npoBenenuss FISHiiccnemoBanus wnu
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OCJIbIO ITIOHMCKa OTACJIBHBIX
C OIIPCACIICHHBIM

KJIIMHHUKO-

rematojiornueckuM penotunom OMJI u nporuozom: RUNX1-RUNXITL [t(8;21)],
CBFB-MYH11 (inv16), PML-RARa [t(15;17)], MLLT3-MLL [t(9;11)], DEK-
NUP214 u psina npyrux.

Bmecte ¢ Tem, HeoOXomauMbIM sIBIeTCsl U TMOUCK y OonbHBIX OMII ¢
HOPMaJbHBIM KapHUOTHUIIOM MYTallii OTAEIBHBIX TE€HOB C YCTaHOBIEHHBIM
MPOTHOCTHYECKUM TIOTCHIIMAIOM. TaKuMU MyTalWsIMA Ha CETOMHSIITHUA JeHb
apistotrest FLT3-ITD, mytamuu reros NPM1 u CEBPA. O6napyxenue FLT3-ITD
B BHJE €IWHCTBEHHOW TeHeTHYecKoil abeppaluu WM C OPYTMMH MYyTalUsMU
3HAYMMO CHUIKAeT MoKa3zaTesn 0e3peliuIMBHON 1 001Iel BbKUBAEMOCTH OOJIBHBIX
OMJI. Hampotus, obnapyxenune mytauuu B reHe NPM1 unu reme CEBPA

(6buannensHoit) mpu orcyrctBun mytaumn FLT3-ITD accoumupyercs

c OoJtee

6HaFOHpI/IHTHLIM TSCUCHUEM 00JIe3HU. MOJ'[eKy.T[ﬂpHO-FeHeTH‘-IeCKaH
CTpaTI/Iq)I/IKaL[I/IH o0ospHEIXx OMJI Ha I'PYIIIIBI pUCKa IMPEACTABJICHA B Ta0.1. 6.
Ta0mnura 6
MonekynspHo-reHeTuueckas kiaccudukarms OMJIL
[IuTorenetnyeckas MyTanuu Urorosas rpynmna
rpymIma pucka pucka
bnaronpusitast JIroObIe bnaronpusitHas
t(15;17),
(1(8;21)(922;922);
inv(16)(p13.1922)mm
t(16;16)(p13.1;922)
[IpomexxyTounas FLT3-ITD- Ecte wmyranmum TeHOB
HETraTUBHOCTH NPM1 u IDH1 umu IDH2
Hop™mansnslit FLT3-ITD- Her wmyrtamuit: ASXL1, | [IpomexyTounas
KapHuOTHII HETraTUBHOCTD MLL-ITD, PHF6, TET2
t(9;11)(p22;923); FLT3-ITD- Ectb myraruun CEBPA
[{urorenetnveckue HEraTUBHOCTh W
MOBPEKICHHUS, HE | TO3UTUBHOCTD
Kiaccuuuupyemole
kak  Omarompusitabie | FLT3-ITD- Hert myranuii: MLL-ITD,
WA MMO3UTUBHOCTH TET2 u DNMT3A wu
HeOJIaronpusTHhIC OTCYTCTBHE TPHCOMUU 8
FLT3-ITD- Ecte mytamum: ASXL1, | HeObnaronpusitHas
HEraTUBHOCTD MLL-ITD, PHF6, TET2
FLT3-ITD- Ectp wmyrammm: MLL-
IIO3UTHBHOCTH ITD, TET2 u DNMT3A
WIN ecTb TpucoMus 8,
06e3 MyTanmwii B TEHE
CEBPA
He6naronpusitHas JIto6nie p p
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inv(3)(q21926.2) wiu
1(3;3)(021;926.2);
1(6;9)(p23;q34);
t(v;11)(v;q23);

-5 wm del(5q); -7;
abeppanuu A7p);
KOMILIEKCHBIN
KapHOTHII,
MOHOCOMHBIN
KapUOTHII

[Tpumeuanue. CepbiM LIBETOM BbIJIeJIeHA UTOTOBasl OJlaronpusiTHas FpyIa pucka,;
OenbIM — UTOTOBas MPOMEXYTOYHAs TpyIIa pPUCKA; JKEJITbIM — UTOroBas
HeOaronpusiTHas TpyIina pucka.

5.3. DaxTopkl MPOTrHO32a, CBA3aHHbBIE C HeaJeKBaTHOU X T

B Poccuiickoii ®enepanuu, K COXaJICHUIO, CYIIECTBYeT TaKoh (akTop
HeOJaronpusiTHOTO TIPOTHO3a KaK HeaJleKBaTHOE IIUTOCTATUYECKOe BO3/ICHCTBUE B
(50 (0 WHIYKIAHA/KOHCOTHIAITAN (ymeHbIIIEHTE pacyeTHBIX 7103
[UTOCTATHYECKUX TpenapaToB W 3HAYUTEIBHOE yIJIWHEHWE WHTEPBAIOB MEXIY
KypcaMH), WIM HeaJleKBaTHas TpejuiedeHHocTh. Ene B Havane 1970x romos, Ha
nepBbIX dTanax craHoBieHuss XT OMJl amepukaHCKUMHU UcCienoBaTeIs MU ObLIO
JI0Ka3aHo, 4TO A(PQPEeKTUBHOCTH MporpaMmbl ‘D + 2” CTAaTUCTUYECKH 3HAYMMO
xyxke, yeM mporpammbl ‘7 + 3”. bomee 20 ner Hazam B Poccuiickux
UCCJIeIOBaHUSIX  ObUIO  TPOJEMOHCTPUPOBAHO, UYTO  YMEHbBIIEHHE 103
AHTPALUKIMHOBBIX aHTUOMOTHKOB M ITUTapabuHa B KJIaCCUYECKOU mporpamme “7 +
3" mNpuUBOAWT K CYIIECTBEHHOMY VyXYIIISCHHUIO TIOKazaTeled oOmeld u
0e3pellnIMBHON BBIKUBAEMOCTH.

3akmiodas TJaBy IO MPOTHOCTHUYECKHM (akTopaMm, OILEHHUBAEMBIM Y
6ompHBIXx OMJI, x0Tenoch OBl ele pa3 MOAUYEPKHYTh, UTO Bce (hakTOphl MPOrHO3a
MOTYT OBITh 3HAUUMBIMU JIMIIb TPU YCJIOBHHM aJeKBATHOTO ITUTOCTATUYECKOTO
Bo3nelicTBusl. [Ipw BBIMMOTHEHWH OTOTO YCIOBUS OTH (DAKTOPHI TO3BOJSIOT
OTIpeJIeNISATh TePaNeBTUYECKYIO TAKTUKY Ha 3Tarax MOCTPEeMUCCUOHHOW Teparnu, a
Tak)ke B Kak MOXXHO Oojiee paHHHE CpPOKH pellaTh BOIPOC O BHITIOJIHCHUH
ammorennor  TKM. B Tex cuTyamusx, Korga I[UTOreHETHYECKOoe u/uin
MOJIEKYJIIPHOE HCCJIeIOBaHWE HE BBIMIOJIHEHO, OMNpeNeuTh TPYyNIy pHUCKa Y
OO0JILHOTO He MpeACTaBisieTcs BO3MOXKHBIM. OIHAKO MOKHO OPUEHTHUPOBATHCS Ha
«CHHTETHUYECKHE» -- 00BEAMHSIIOIINE MOJICKYJIIPHO-TeHETUUECKUE U KIIMHUYECKHE
npuzHaku OMJl -- pekoMeHJIalUWu eBpPOMENWCKUX 3KCIEPTOB, KOTOpbIE
MO/pPa3IeNsitoT OOJBHBIX Ha JIBE OCHOBHBIE TPYMIbI. OJarompusiTHOrO u
HEOJaronmpusiTHOTO  MPOTHO3a. JTH PEKOMEHJAIMU C J00aBIeHUSMH OT
POCCUNCKUX 3KCIIEPTOB MpeJICTaBIeHbI B Ta0.d. 7.
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Tabnuua 7. MonexkynspHo-TeHeTHYecKre U KiuHudeckue npuzHaku OMJI,

pazaensrolye OOJIBHBIX
MPOTHOCTUYECKHUE TPYIITIBI

Ha  OJaromnpusTHYIO

U HeOIaromnpusaTHYIO

[uToreneTnyueckne MapKepbl

MonekynsapHbie MapKepbl

Kimmangeckue GakTopsr

BHaFOHpI/IﬂTHBIe HIPOTHOCTUYCCKUC (I)aKTOpBI:

t(15;17),
inv(16)(p13.1922)
t(16;16)(p13.1;922)

nJIm

(1(8:21)(q22:q22

MyTupoBaHHBII CEBPA
(OmamenpHAs MyTaIHsl),
MyTtupoBanHelii  NPM1  0Oe3
FLT3-ITD npm HOpMasbHOM
KapHOTHIIE

Herarusnsie mapkepst MPB

HebnaronpusitHple NporaocTuyeckue (pakTopbl:

inv(3)(q21926.2) W
1(3;3)(021;926.2);

1(9;22) (

t(6;9)(p23;q34);
t(v;11)(v;q23);

-5 uim del(5q);

_7’

abepparuu (17p);
KOMILJIEKCHBII KapuOTHII,
MOHOCOMHBIN KapUOTHII

VYBenudena skcnpeccus Evil,
MLL-peapaHXxupoBKH;
FLT3-1TD-myTarus;
DNMT3A-myTarus;
C-KIT-mytamus  [mis  t(8;21);
inv(16)]

BAALC-skempeccust
ERG-skcmipeccus
MN1-3kcnpeccus

WT 1-nomamopusm
BCR-ABL-1103uTHBHOCTH

Bropuunsiii OMJI

Crapmmit  Bozpact (40—60
aer), st inv(16) crapme 35
Jer

'mnepneiikonutoz (>100 x
10°/1 nns mo6oro BapuaHTa,
s 1(8;21) -- >20x 10°/1)
MO-Bapuant no ®AB
Dkcnpeccust CD34
0JIaCTHBIX KJIETKaX
DKcTpamenyJuIsipHble
nopakeHust (0COOEHHO, KOKa)
OTcyTCTBHE DPEMHCCHH IOCTe

Ha

IIEPBOTo Kypca
[lepcurennusa mapkepos MPb

6. DTanbl XUMHOTEpANNHU

[Ipu Bcex OJI cymiecTByeT HECKOJIbKO OCHOBHBIX JTaloB Tepanuu --
WHAYKIHUS ~ PEMUCCHH, KOHCONWAANHWS,  TOJJCepPKHUBAIOIIas  Tepanus W
npoduiiakTUka Heiposeiikemun mnsg  HekoTopbix BapuaHToB OJI. Ilepuon
HAYaJIbHOTO JICYCHUsI, IIEeNBbI0 KOTOPOTO SBISETCS MaKCHUMalbHO OBICTpOE H
CYILIIECTBEHHOE COKpAIlleHWe OITyXOJIeBOM Macchl W JIOCTIKEHUE TIOJTHOU
pEMHCCHH, Ha3bIBaeTCs MEpuonoM uHOykuuu pemuiccuu (00braHo 1--2 Kypca).
NMenHo B 3TOT mepuon Ha (oHE NPUMEHEHHS ITUTOCTATHYECKHX CPEJICTB
KOJIMYECTBO JICHKeMHUYECKNX KJIETOK B KOCTHOM MO3Te YMEHBINAETCS TPUMEPHO B
100 pa3, T.e. B MOMEHT KOHCTATallUW TIOJHOW PEMHCCHU B KOCTHOM MO3Te
MOpQOoIOTHYECKH orpeeseTcss MeHee 5% 0ImyXoIeBhIX KIIETOK.

Bropeim atanmom Ttepanuu  OJI  sgBAseTcs KoHcoaudauua peMUCCUU
(3akperieHUe JTOCTHTHYTOTO TIPOTHBOOMyXoJieBoro sddekra). B HacTosmee
BpeMsi B OOJIBIIMHCTBE CITy4aeB KOHCOJIHIAIMS SIBIISIETCS] HANOOJIee arpecCHBHBIM
¥ BBICOKOJIO3HBIM 3TaroM 1pu jJedenun OJI. 3amayeit sToro nepruona sSBiIsieTcst 1O
BO3MOXXHOCTH ellle OoJiblliee yMEHBIIICHUE YHCIa OCTAFOIIMXCS TOCe WHIYKIHH
neiikemuyeckux kietok. [locne koHconmpmarmu (oObruHO 1--2 Kypca) cremyet
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NIEPUOJT MPOMUBOPEUUOUBHO20 VITH HOOOepcusarouiezo edenus. [1pu pa3Hbix
Bapuantax OJI AnUTeNbHOCTh W WHTEHCHUBHOCTH TMOJJEPKUBAIOLIEH Teparuu
pazWyHbl, HO TMPUHIMUII ee OoauHakoB Juisi Bcex BunoB OJI -- mpopomkeHue
[UTOCTATUYECKOT0 BO3JIEMCTBHUSI B MEHBIIMX J03aX, YeM B NEPHOJ HHIYyKUUU
peMurccrd, Ha BO3MOXHO OCTAIOIIUKCS OMYXOJIEBBIN KIIOH.

[IpuHUMNIMATBHBIM  3TAllOM MpU  JiedYeHUH HeKoTopbix BapuaHToB OJI
(MM oOIacTHRIX, TPOMHUETOIUTAPHBIX, MUEIIOMOHO- K MOHOOJIACTHBIX) SIBIISIFOTCS
npogpunakmuka Wi ipu HeoOXOAUMOCTH JledeHue HelpoieikeMuu. ITOT 3Tar
pacmpenensieTcss Ha BCe TIEPHOJBI TPOTPAMMHOTO JICUEHHUS -- WHIYKIUIO
peMUCCHH, KOHCOJIUIAIINIO U TIOJIJiepKuBarolee JiedeHrne. OOBIMHO MPODUITAKTUKY
Heliponeiikemun (OCHOBHOH mepwoa -- 5 WHTpaTeKanbHbIX BBeneHuit) npu OJIJI
OCYIIECTBISIOT B TepBOi (a3ze WHIYyKIIMOHHOTO JICYeHWs, 3aTeM B TedeHue 2,5
rojia BBITMIOJHSIOT MNpoduiakTudeckue NyHKHOUU 1 pa3 B 3 mecsama Ha ¢oHe
noaaepkuBaroieii Tepanuu. [Ipu OMIJI (Bapmantax M3, M4, M5 u Ttex, npu
KOTOPBIX YHCIIO JeHKOmuToB B nebrore mpessimaer 30 x 10°/m) ocHOBHOM sTam
NpoQUIaKTUKA HeHWpoJleHKeMUH TMPOBOAMUTCS 3a Mepuoj] IMepBbIX 3 KypcoB
JledeHusi, a 3aTeM B TeueHue 1 roja Mojaep>KMBaIOIIero JeUeHUs BBITOIHIIOTCS
MyHKIUYU ¢ yacToToi 1 pa3 B 3 Mecsa.

JledeHne HeHpoJieHKEMUH OCYIIECTBISIOT MO OOIIUM 3aKOHaM Kak s
AUMGOOTaCTHBIX, TaK ® JUIS MUEIOUIHBIX Jieiiko30B. CHauajga MPOBOIST
WHTpaTeKaJIbHbIe BBEJICHUS [IUTOCTATUYECKUX MpernaparoB ¢ yactoTon 1 pas B 2--3
JTHST IO HOpMaJTM3alliH TToKa3aTelield epeOpOoCTMHAIBHON KUKOCTH U TIOTyYeHHUS
MHUHUMYM TpeX HOPMaJIbHBIX JTFOMOAbHBIX MYyHKIMI. 3aTeM MyHKIMHA B TeYeHUE 3
MecsIIeB TPOBOJsATCS ¢ yacToTor 1 pa3 B 2 Hegenu. Ha sTom sTane mnenecoodbpazHo
pemmTh Bompoc 00 oOiydeHun rojioBel B nmo3e 2400 pan. Ilocie oGmyudeHus
JroMOalibHBIE MYHKIIMUA BBIMOJHSIOT 1 pa3 B 2--3 Mecsia A0 2 JIeT OT MOMEHTa
HOpMaJTU3alliy MToKa3aTelel 1epeOpoCIMHaNIBHON XUAKOCTH. KpaHnocnuHaibHOe
oOJlydeHHe TaK)ke MOXET OBITh WCIIOJIB30BAHO B IIporpamMme JIeUeHHUs
HelpoJieHKeMUH, eCJIM B MOMEHT JIMarHOCTHKU HeHposeiikeMur ObLINA MPU3HAKH
nopakeHust MeprupepryecKoil HepBHON cHcTeMbl (HampuMep, Mape3 HUKHHUX
KOHEYHOCTeH). B GOJIBbIIMHCTBE ClTydyaeB TaKOW BapHaHT OOJIy4YeHHs MPUBOIUT K
BBIPaKEHHOM JETIPECCHH KPOBETBOPEHHUS.

7. OnpenejieHHe OCHOBHBIX KJIHNHUKO-I1a00pPaTOPHBIX MOHSATHI M KpUTepHEB
3¢ ¢eKTUBHOCTH Tepanuu

OcHoBHBIE TOHATHS W  Kputepun dPdexktuBHOCTH  JjeueHuss  OJI
pa3pabaThlBAINCh MapajUIebHO CO3JAHUIO COBpPEeMEHHbIX mporpaMmm XT #,
€CTECTBEHHO, HECKOJIBKO pa3 B TEYEHHUE MOCIEIHUX AECATUICTUNA yTOUHSIHUCH.

CyecTByeT HECKOJBKO PEKOMEHJAllMi  KOMHUTETa  MEXKIyHapOAHBIX
JKCIEepPTOB, TIOCBSIIEHHBIX  pa3HbIM  reMobiiacTo3aM —  XPOHHUYECKOMY
numdonetikosy (XJIJI), OMJI, naumdorpanynemarosy, aumdomam. Ilocrenuuii
nepecMotp, Kacarommiics OMJI, Obul OCyIIeCTBIEH TPYMIOA MEXIyHapOIHBIX
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skcrieptoB B Mae 2001 r. u omyb6nukoBaH B koHue 2003 r. Dra paborta Obuia
NpeAnpuHaATa s yHUGUKAUU KpuTepueB 3(PQPEKTUBHOCTH B KIMHUYECKHUX
UCCJIeIOBAaHUSIX MPOBOAMMBIX B pa3HBIX CTpaHaX MHUpa C YYETOM COBPEMEHHBIX
Mpe/CTaBlIeHU, OCHOBAaHHBIX Ha JIaHHBIX MOJEKYJSPHBIX U IUTOTEHETUYECKHX
uccienoBanuii. K coxxanenuto, cieyetr OTMETUTh, YTO B ONPEeIeHUH HEKOTOPBIX
MOHSTUH OTCYTCTBYyeT ueTkocTb. Hampumep, 310 kKacaetcst pe3aucTeHTHON (HopMbl
OJI — HesicHO, TTOCIe KaKOT0 YhCia KypCcOB HHAYKIIMOHHON TEparuy -- OJHOTO WA
IBYX -- ciieryeT oTHOocuTh OMIJI Kk pe3ucteHTHOM opme.

B Hameli crpaHe B TeueHWE MHOTUX JIeT WCIOJIB3YIOTCS KPUTEPHH,
CO3JJaHHBIE aMEPUKAHCKUMH MCCIIeIOBaTEIsIMA W3 KOOTIEPUPOBAaHHOU [ pymnmbl O
m3ydenuto paka CALGB u 3adukcupoBanubie B pekoMmermanusx 1990 r. Mol
COWIM BO3MOXHBIM BO U30eXaHWE OIMMOOYHOTO TOJKOBAHUS HEKOTOPBIX
onpefieieHu! OCTaBUTh paHee HaMH OIMyOJMKOBaHHBIE KPUTEPUH C BHECEHHEM
KOMMEHTapHEeB U3 HOBBIX PEKOMEHIAIIH.

Ionnoii pemuccueii OJI pUHATO HAa3bBIBaTh TO COCTOSIHME KPOBETBOPHOMU
TKaHH, NP KOTOPOM B ITyHKTaTe KOCTHOT'O Mo3ra oOHapykuBaercs 5% u MeHee
OJIACTHBIX KJIETOK TPYU HOPMAJIBHOM COOTHOIIICHUH BCEX POCTKOB KPOBETBOPEHHSI,
IIPH KOJHYeCTBe HeHTpoQUIoB B meprdeprdeckoil kposu Goree 1,0x 107/, mpu
KOJNMYecTBe TPOMOOLHUTOB Goiee wiu pasHoM 100 x 10°/n, mpu orcyrctBum
AKCTpaMEeyJJIIPHBIX OYaroB JIGHKEMUYECKOTO pOCTa. YKa3aHHbBIE IMOKa3aTeNH
JOJDKHBI COXPaHSTHCS B CTAOWIIBHOM COCTOSIHMM B TeueHue 1 mecsima m Ooree.
Crnemyetr OTMETHTB, YTO, €CJU MPOIIEHT OJIACTHBIX KJIETOK MEeHee 5, HO B ITyHKTaTe
KOCTHOTO MO3Ta BBISIBISIFOTCS KJIETKU C TaJloukaMu Ayspa, MOJIHAsl PEeMHUCCHUST He
koHcTatupyetcs. [1o coBpeMeHHBIM peKOMEHIAIUSIM MEXTyHAPOIHBIX SKCIIEPTOB,
BpeMsl KOHCTaTallud MOP(OJOTHYEeCKH IOJHOW peMHUCCHH (COOTBETCTBEHHO,
OIIEHKa PE3UCTEHTHOCTH) YE€TKO HE OTOBOPEHO. YKa3aHO, YTO PEMHUCCHUS JIOJIKHA
KOHCTaTHPOBAThCS MOCIIe HHULIUATHHOTO MHAYKIIMOHHOTO Kypca, KOTOPBIH MOXKeT
COCTOSATH Kak u3 oaHoro kypca XT, Tak u u3 IByX (B 3aBUCHUMOCTHU OT MPOTPAMMbI
UCCIIEIOBAHMS).

[Tomnass wmopdonoruveckas pemuccus ([IP) moapasnensercss Ha Tpu
ocHoBHble THma: 1) nuroreHetudeckass ([TPim), 2) monexynspuas (I[TPm), 3) ¢
HETIOTHBIM BOCCTAHOBJICHHEM TOKa3aresel nepudeprudeckoil KpoBH, KOTaa YUCIIo
neiirpodunos menee 1 x 10°m, a tpomGommroB memee 100 x 1071 (ITPm).
[TocnenHsss KaTeropusi OroBaprBaETCs CIIEIHABHO, MTOCKOIBKY MO PSAy JaHHBIX,
NPOTHO3 Yy TaKUX OONBHBIX HECKOJIBKO XyXke. Ilpum 3TOM 3KCrmepThl He
PEKOMEHIYIOT KOHCTATHPOBATh y TAKWX OONBHBIX IMOJHYIO pPEMHUCCHIO. Tem He
MeHee, BHE KIIMHHYECKUX HMCCIIeN0BaHUN 3Ty (GOPMYJIHUPOBKY OTBETA MPUMEHSIOT
penxo.

Tepmun “wacTuuHas pemuccus’  WIH, TOYHEe, YaCTUYHBIA OTBET
PEKOMEHIYIOT HMCIIOJIb30BaTh TOJIBKO B KIMHUYECKUX ucchenoBaHusx I--1l dassr,
OLIEHUBAIOIINAX IIPOTHUBOOITYXOJIEBYIO 3¢ HEeKTUBHOCTS, TOKCUYHOCTb,
MEPEHOCUMOCTh HOBBIX NPENapaToB W OMpPEAEIISIONIMX ONTHUMAJIbHBIE JT03bl 3THX
npenaparoB. YacTUyHash PEeMHCCHS -- 3TO TO COCTOSHUE KPOBETBOPHOW TKaHH,
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KOTOpOE€ HE COOTBETCTBYET KPHUTEPHUSM TIOJIHOM pPEMHUCCHHU, TIPU OTOM
PETHCTPUPYETCS 3HAYMTEIHLHOE YMEHBIIIEHNE YhCIia 01acTHRIX KieTok (bonee 50%
OT HMCXOIIHOTO, TIPM 3TOM HX IPOLEHT B IyHKTaTe KOCTHOI'O MO3ra He IOJDKEeH
npeBbIIaTh 25), HOpMaju3alus IoKasaTelell mepudepudeckoil KpoBH ¢
HE3HAUUTENIbHBIMA ~ OTKJIOHEHUSIMM  OT  HEOOXOAMMBIX  TmapameTpoB  (He
0OHapy>KUBArOTCs OJIACTHBIE KJIETKH, YUCJIO TPOMOOIIUTOB He MeHee 50X 109/J'[, HO
e Gomee 100x 10°/1 u T.1.).

JlocTrKeHue TIOJHOM PEMUCCHM IIOCJIe BTOPOr0 WHIYKIIMOHHOIO Kypca
HE3aBHCHMO OT HCXOJHBIX MPOTHOCTUYECKHX (DaKTOPOB OTHOCUT OOJIBHOTO K
rpyrmnrme HeOIaronpusITHOrO MPOrHo3a.

Pesucmenmnaa @opma OJI 10 MHEHUIO OOJBIIMHCTBA POCCUUCKUX
AKCTIEPTOB KOHCTAaTHUPYETCS TIPU OTCYTCTBUM TIOJIHOH PEMHUCCHHM  TOCIe
3aBepIICHMs] JIBYX KypCcOB HHIYKUMOHHON Tepamuu. OgHAKO HEO0OXOAUMO
MOTYEPKHYTh, UYTO JOCTIKEHHUE PEMHUCCHHU TIIOCIe BTOPOrO Kypca WHAYKIHH
SIBIISIETCS KpaifHe HeOJIaronpusaTHBIM (hakKTopoM IPOTHO3A.

Kak yxe yka3pIBajgoch, HEUETKOCTb MEXIAYHApOAHBIX pPEKOMEHIAlHW B
onpeneneHun pesucteHTHON Gopmbl OMII 3akmtodaeTcss B TOM, YTO HE yKa3aHo,
[OCJIe KaKoro Kypca WHIYKUMUA HYXXHO OLIEHHMBATh PE3UCTEHTHOCTb. Y Ka3aHO
JMLIb, YTO, TOCKOJIBKY B HEKOTOPBIX KJIMHAYECKUX HCCIEeIOBaHUSAX MPOBOIST /1B
WHIYKIIMOHHBIX Kypca, CciedyeT OIleHHWBaTh PE3UCTEHTHOCTh Iocie «OJIoKa»
VHAYKUAOHHOW Tepanuu. Ba)XKHO OTMETHUTh, YTO N0 MEXKIAYHAPOIHBIM KPUTEPUSIM
pesucteHTHOCTh npu OMIJI MOXHO oOlleHMBaTh JiMIlIb 4epe3 [/ JAHeH Tmocie
3aBeplIeHUs Kypca nojuxumuorepanuu. Eciu 60ibpHOM yMepaeT B TeueHHe Kypca
XT u B TeueHue 7 JHEW TOCIe HETO, ONPEACNIUTh, Pe3UCTEHTHAsT y Hero ¢dopMma
JefKo3a UK HeT, Hellb3s, U OOJbHBIX OTHOCST K KaTeropuu Heyaad B JeUeHUU Kak
HEeOoIpeJeIeHHbII UCXO/I.

Pannaa cmepme — cMepTh OONBHOTO B TIEPHOJ MHAYKIIMOHHOM Teparnuu (1--2
Kypca). CieyeT mog4epKHyTh, YTO TOT KPUTEPHid sSBIsieTcss 0000IIAOIINM IS
HOHSTUS rudenn GO0JBHOrO B Mpoliecce MHIYKIUOHHOMN Tepanuu. JTOT KpUTEpUid
KaK TakoOBOH, OTCYTCTByeT B  MEXIyHapoAHbIX pekomeHaauusx. OH
paccMaTpuBaeTcs, Hapsily C pe3UCTEHTHOCTBIO, B KaTErOpUM HeyJad B JICYEHUU U
oO0beMHSeT 1Ba MOHATHSA: 1) amia3usi -- cMepTh OOJNBHOTO, TIEPEKUBILIETO TTOCIE
okoH4aHMs Kypca XT 7 nHel, B mepuoJl MHEIIOTOKCUYECKOIO arpaHyJonuTo3a 1
aruTasui  KPOBETBOPHOW TKaHM, JOKA3aHHOW TWYHKIMEH KOCTHOTO Mo3ra; 2)
HeolpeesieHHOCTh dddekra — a) cMepTh OONBHOrO B TeueHHWe [/ IHEW Tocie
3aBepireHust XT; 6) cmepTh OonbHOTO B Iepuoy mpoBeneHus kypca XT; ) cmepTsb
0oJIbHOTO, TepekuBllIero mnocyie okoHuyanusi kypca XT 7 nguelr u Oonee, y
KOTOpPOro B mepuepruueckoil KpOBM HE BBIABISAIOTCS OJlacTHBIE KIETKH, HO
IIyHKLHSI KOCTHOIO MO3ra He BBINIOJIHEHA.

Ouenka 3 heKTUBHOCTH UHIYKIIMOHHOM Tepanuu
[Tocne craHmapTHOW WHAYKUMOHHOM Tepanuu (7 + 3) wiam Tepanuu
aHAJOTUYHOM MHTEHCUBHOCTH, OLlEHKa OTBeTa OOBIYHO OCyIlecTBisieTcss Ha 21—
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2841 neHb nociie Hayasla Tepanuy JM00 Ha MOMEHT BOCCTAHOBIIEHUS MOKa3aTeneil
nepudepudeckoil KpoBu. Bpemss MoxeT BapbuUpoBaThb B 3aBUCUMOCTH OT
IIPOTOKOJIOB.

Ha ¢oHe noctpemMrccrnoHHON Tepanuy peKOMEeHI0BaHO MOBTOPSATh MyHKIUH
KOCTHOTO MoO3ra mepel KaxabsiM KypcoB XT HpeaycMOTpeHHBIM IIPOTOKOJIOM.
[Tocne okoHYaHUs TepanuM >KeJaTelIbHO BBIMOJIHATH IMYHKIIMM KOCTHOro Mosra 1
pa3 B 3 Mecsilla B TeUSHHE MePBOro rojia. bolbIIMHCTBO PeLUINBOB MIPOUCXOIAT B
teuenne 1--3 jetr mocie okoHyaHusi Tepanuu. CTaHAapTU30BaHHBIE BPEMEHHBIE
TOYKM B3SITHUSI KOCTHONO MO3ra HeoOXonumbl Tpu MoHuTopunre MPB.
HccnenoBanue oOlero aHain3a KpOBU BBIMOJHSAETCA KaXAbld Mecsl B TeUEHHE
nepBbIX 2 eT u 3ateM 1 pa3 B 2--3Mecsiia 10 5 neT ot Havana redeHus.

Peyuous OJI xoHcTaTupyeTcs Npu OOHAPYKEHHH B IYHKTaTe€ KOCTHOTO
Mo3ra 6osee 5% OnacTHBIX KJIeTOK. PenuauB 3a0osieBaHUsS HE KOHCTATUPYETCS
Ipy OOHApPY)XEHUH B OYEpPEIHOM KOHTPOJIBHOM ITyHKTaTe KOCTHOTO Mo3ra Ooiee
5% OGnactHbeIx KieTok, HO MeHee 10%, B Tex ciydasx, Korja MyHKIUsS KOCTHOTO
MoO3ra TPOM3BOAMTCI B paHHUE CpPokKu mocie Kypca XT WM HCIOIb30BaIUCh
pPOCTOBBIE  TeMOIOATHYEeCKHMe (aKTOphl C IEbI0  COKpallleHWs Iepuoja
HEHUTPOIIEHWH, TIPH 3TOM aHalIW3 Iepudepruyeckoii KpPOBH HOPMAaJIbHBIH W
OTCYTCTBYIOT OJKCTpaMenyJUIIpHble TOpa)keHus. BTopas awarHocTHYecKas
MyHKIUS ocymiecTBisieTcss depe3 /--10 maedt mocne mepBoii. Ecnm coxpansieTcs
MIPOIIEHT OJIACTHBIX KJIETOK BBIIIE 5 MM 0TMeUaeTcsl MX yBenudeHue (Hampumep, ¢
7% nmo 13%), To KOHCTaTHpyeTCs peuuanB. PaHHUM peluanB Ha3bIBACTCS B TOM
cIydae, eClii OH peTUCTpUpYeTCs paHbile, dyeM duepe3 1 rogq oT MoMeHTa
JOCTYDKeHHsSI TIOJHOW pemuccuu. [lo3gHMM cuuTaeTcs TOT PEeIrUaAnB, KOTOPBIA
Bo3HUKaeT uepe3 1 rox m Oojee oT MOMEHTa JOCTUXKEHMS MOJHOW PEMUCCUH.
PeninanBoM TaKke SIBISIETCS M BHEKOCTHO-MO3I0BOE TopakeHne (HelposiekemMus,
NopakeHWe sUYeK, YBEJIUYEHHE CeJe3eHKH H T.JO.) JaXe IMPUd OTCYTCTBHH
U3MEHEHUH KPOBU M KOCTHOT'O MO3Ta.

Peungus OJI npuHUMNMANBEHO OTJIMYAETCs OT Ae6roTa 3a001eBaHus U 10JKEH
paccmaTpuBaTbCs Kak MOsBJIEHUWE U Mpoiudepalsi HOBOIO, 4Yalle BCEro
YCTOMYMBOIO K IIPOBOAUMOM Tepaluyd KJIOHA JIEMKEMUYECKUX KIIETOK, T.€.
pa3BUBAETCS BTOPUYHAS PE3UCTEHTHOCTD KaK CJIEJCTBUE OILyXOJIEBOM IPOIPECCUM.
BHeKOCTHO-MO3roBbIe  penuauBbl (OCOOCHHO pElHMIUB HEWPOJeHKeMHU) TMpH
VCIIOJIb30BaHUNU COBPEMEHHBIX ITPOTOKOJIOB JeYeHUs BCTPEYAIOTCSA
npubnu3uTensHo B 4--8% ciydaeB nipu OJIJI, ropazmo pexe mpu OMIJI, u vare
BCEro B CKOPOM BPEMEHHU OJacTHbIE KJIETKH OOHApYKUBAIOTCS U B KOCTHOM MO3Te.
Ecny KoHCTaTHpOBaH M30JMPOBAaHHBIA BHEKOCTHO-MO3TOBOW PEeLUAUB, TO, KPOME
JOKaTbHON Tepanuu (eueHWe HeWpoyieHkeMuu, OOJydeHHe sIMYKa, yIalleHue
JIeWKEMHUYECKOro oyara B SMYHUKE U T.J.), 00s3aTeIbHO MPOBEACHUE W CUCTEeMHON
UHIYKIUOHHOW Tepanuu IO IIPOTOKOJAM, IIPEeIyCMOTPEHHBIM JUIsl TaKHUX
pELUIUBOB.

B HaCTOAIICC BPEMSA CTAJIO BO3MOXKXHBIM HCCIIEA0BATDH JIEKKEMHUYECKHE KIIETKH
KaXXJg01ro OOJIBHOTO C ITOMOIIIBIO I/IMMYHO(i)eHOTI/IHI/IpOBaHI/IH, OUTOTCHCTHYCCKOI'O U
MOJ'ICKy.]'ISIpHO-6I/IOJ'[OFI/I‘IGCKI/IX MCTOOOB, 141 OIIpeaciisAiTb  MHIUBUAYAJIbHBIC
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MapKephl 3THX KJIETOK. YKa3aHHbIe METOJbl 00J1a/laloT BBICOKOW pa3zpellarolei
criocoGHOCTBIO (0GHApYXHBaeTcst 1 nefikeMudeckast kietka Ha 10°° HOpMalbHBIX
reMOTOATHYECKUX KIIETOK), ¥ C UX MOMOIIBIO MOXHO OTCIIC)KHMBATh B JUHAMUKE
Cyb0y JIEMKEMHUYECKOTO KIIOHA.

Munumanvnou pesudyanvnou 6onaesnvto (MPB), wiu MuHHMaTbHOMN
octatouHoii Gose3upto (MOB) Ha3pIBarOT HEOOJNBIIYIO MOMYJISALNI0 OMYXOJEBBIX
KJIETOK, KOTOpas He MOXeT ObITh 3adUKCUpOBaHa C TIOMOIIBIO CBETOBOTO
MHKpOCKOIa, HO OOHapyXuBaeTcs Oojiee TOHKMMHM METOJaMU HCCIeOBaHuUs,
BBISBJISIFOIIUMU 1 JTIeWKeMHUUYeCKylO KJIETKY Ha 10+° uccienyemsix. [lo cytu nena,
noctpemuccronHas tepanus OJI (koHconumanwus, MOIepKUBAOIIasi TEPAaIvs)
HanpasiieHa Ha jedeHue MPBD.

llumozenemultecmm pemuccuna — 35TO IOJIHad KIIMHUKO-IEMaTOJOTHYCCKasa
peMuccusd, Ipu 3TOM METOAaMHU CTaH,HapTHOﬁ OUTOI'CHCTHUKM HC BBIABIAIOTCA
HMCXOJHBIC aHOMAJIMKU KapHOTHUIIa, KapHOTHII JOJKECH OBIThH HOpMaJIbHBIM, a YHUCJIO
MMpOaHAJIN3UPOBAHHBIX MeTa(bas JOJIDKHO COCTaBJIATh HC MCHECC 20.
L[I/ITOFCHCTI/I‘-ICCKaH PEMHUCCHUSA -- HOBOC IMOHATHUEC, IMMOABUBLICCCH IIPpU PETYIIIPHOM
HWCMOJIb30BAHUU METOJOB LIMTOTCHETUKH JJISI UCCIEeIOBAaHUMI ITYHKTATOB KOCTHOTI'O
MO3ra B IICpUoOJ MOJTHOM PEMHUCCHUM.

IHumozenemuueckuit peyuous OJI KoHcTaTUpyeTCsl NpPU HAIUYUU B
MyHKTaTeé KOCTHOTO MO3ra MHTO30B C XPOMOCOMHBIMH abeppauusmi,
oOHapyxuBaeTcsi B NeOroTe 3a0oiieBaHUs Ha (OHE COXPAHSIOLIEIHCS KIMHUKO-
reMaToJIOTMYECKON PEMUCCUU.

MoneKkynapuaa pemuccusa — 3TO TIOJHAs KIWHUKO-TEMATOJIOTMYECKast
peMuccuss TpU  OTCYTCTBHM HMCXONHO ompenensBmmxcs wmeroxgom  TILIP
MoJeKysipHbIX MapkepoB OJI (aBakapl MpoBeeHHBIN aHANN3). DTO TaKkKe HOBOE
IIOHATHE, CTaBLIEE B HACTOsIIIIEe BpeMsl KIF04eBbIM. Clie1yeT OTMETUTh, YTO MOKET
OBITh JTOCTUTHYTa LUTOT€HETHYecKass pPeMHCCHs, HO MPU 3TOM MOJIEKYJIIpHbIE
MapKepbl MOTYT €L1e ONPEeAeIIsSIThCS.

Monexkynapuolii  peyuoue — TOSIBICHUE KCXOAHO  OMNpPENEeNsBIINXCS
MOJIeKYJIsipHbIX MapkepoB OJI B IByX MOBTOpHBIX aHanu3ax (MPOBENEHHBIX C
KOPOTKHUM HMHTEpBAJOM BpeMeHH) Ha (OHe COXpaHSIOMEHCS KIMHUKO-
reMaToJIOTUYeCKOW PEMHUCCHUH.

Tpaucnnanmauus kocmuoco mo3zza (TKM) -- mox 3TUM TepMHHOM
00BbeIMHEHBI TPAHCIUIAHTALIMS T€MOMOATHYECKHUX CTBOJIOBBIX KJIETOK KOCTHOTO
Mo3ra rnepueprIecKoil KpoBH, MYITOBUHHON (TUTallEHTApHOMN) KPOBH.

BakxHpIM W OJHUM U3 CaMbIX TOYHBIX CIIOCOOOB OIEHKH 3P (HEKTHBHOCTH
tepanuu OJI sBisIeTCs] MOCTPOCHWE KPUBBIX BBDKMBAEMOCTH OOJIBHBIX, KOTOPHIM
MPOBOJMIM TO WM WHOE JiedeHuWe. Yamme Bcero OICHWBAIOT —OOIIyFO,
0e3pelnInBHYI0, OECCOOBITUHHYIO BBDKMBAEMOCTh M BEPOSTHOCTh COXPAaHCHUS
MOJTHOM pemuccuu (MM 0OpaTHOE MOHSTHE -- BEPOSTHOCTh PA3BUTHS PEIUINBA).

Oowaa evidrcueaemocmsp. J1jis MOCTpOSHUS KPUBOW 00IIel BBIKUBAEMOCTHU
aHAJIM3UPYIOT BpeMeHHble TMapaMeTpbl BceX OOJbHBIX, BKIIOUYEHHBIX B
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uccienoBaHre. Toukol oTcuera sBIsSeTcs JeHb Hadana Tepanuu. CoOblTHeM
CUUTAETCS] TOJIBKO CMEPTh OOJBHOTO OT JIH0OOHM NMpu4HHBI (paHHssS JIETaIbHOCTS,
CMepTh B MEPUOJl PEMUCCHH OT JFOOOH MPUYMHBI, CMEPTh B MEPHON PELMINBA).
CoObiTHe Ha KpHUBOW BBDKMBAEMOCTH TIpauyecKd OTOOpa)KkaeTcsl CTYNEHbKOM,
uaylen BHA3. BONBHBIX, )KUBBIX BO BpeMs MPOBEIEHUS aHAIN3a, PAaCLEHHUBAIOT,
KaK clydaid, ¥ OTMEYaroT Ha KPHUBOW YEpPTOUYKOW, T.e. LIEH3YPUPYIOT. BOIBHBIX,
CyIp0a KOTOPBIX HEM3BECTHA, IEH3YPUPYIOT B TOT MOMEHT, KOTZia ObLJI0 M3BECTHO,
YTO OHM JKUBBI. bOJBHBIX, OTKa3aBIIMXCS OT JICUEHHUs, IEH3YPUPYIOT B IEHb OTKa3a
OT Tepanuu. bonbHBIX, KOTOpbIM BbITONHANack TKM, neH3ypupyroT B I€Hb
npoBefeHuss TKM. DToT aHanu3 nmo3BoJIsieT OLEHUTh YUCIO peallbHO OCTABIIUXCS
B kUBBIX O0nbHBIX OMJI Ha (hoHEe MpoBeIeHHOH Tepanui.

Be3peuuouenaa evirrcueaemocms. [Ipy mocTpoeHUN KpUBOM Oe3peIuANBHOM
BBDKMBA€MOCTH YUYHUTBHIBAIOT JaHHbIE TOJBKO TeX OOJIbHBIX, Y KOTOpBIX Oblia
JOCTUTHYTa TMOJHasg peMuccHs. TOYKoW oTcueTa CUMTaeTCsl Jara JOCTUKEHUS
nonHo pemuccuu. CoOOBITUSIMH CUMTAIOTCS PELUIUB W CMEpThb OT JIH0OOM
npuYrHbl (B TIEpUOJ KOHCOJNUAALUU WM MOMICPKHUBAIOIIETO JICYeHHUs, OT
peluauBa, B TEPUOJ, PEMUCCHUH OT JPYrol NPUYMHBI, HAMpUMeEp, CYULUAA).
[{eH3ypUpYIOT TOJBKO TeX OOJBHBIX, KOTOpble ObUIM >KMBBI M HAXOAWINUCH B
MOJIHOM PEMUCCHMU B MOMEHT NpOBeleHUs aHanu3a. BoJbHBIX, Cyabda KOTOPBIX
HEU3BECTHA, LIEH3YPUPYIOT B TOT MOMEHT, KOrJa ObLJI0O U3BECTHO, YTO OHU KUBBI B
MOJTHOW pemuccur. BOTbHBIX, y KOTOPBIX ObliIa TOCTUTHYTa TMOJTHAs PEMHUCCHSI, HO
OHM OTKa3aJIUChb OT JICYEHUS B PEMHUCCHUM, LEH3ypUPYIOT B JIeHb OTKa3a OT
Tepanui. bosbHBIX, KOTOpeIM BbIMONHsUIack TKM, neH3ypupyroT B [€Hb
npoBeneHus TKM.

Bepoamnocme  coxpanenus  noanou  pemuccuu  (oopammoe  om
eepossmHocmu pazeumusn peyuouea). Ilpu TOCTPOEHUU KPUBOW BEPOSITHOCTH
COXpaHEeHUs MOJHOW PeMHCCUM YyUUTHIBAIOTCS AaHHBIE TOJBKO O Te€X OOJBHBIX, Y
KOTOPBIX JOCTUTHYTa IOJHasg peMuccus. [Ipu 3ToM TOUKOW OTCYeTa CIIy»KUT JaTa
JTOCTKeHHUs] TonHOM pemuccuu. CoObITHEM CcUHMTaeTcsi TOJbKO PpelUJIvB
3a0osneBanus. LleH3ypupyroT BceX OONBHBIX, KTO HUB B IOJHOW PEMHCCUHU B
MOMEHT NpOBeJeHUs aHaIn3a. bolbHbIe, yMeplIne B EPHUO/I OJTHON PEMUCCHUH OT
OCJIO)KHEHWH, CBA3aHHBIX C JICUEHHEM, WIH OT APYTMX NPUYMH, LEH3YPUPYIOT B
JIeHb CMEpPTH, KaK OOJbHBIX, HaXOJUBIIUXCS B TOJHOW PEMHUCCUU. BOJBHBIX,
cyabba KOTOPBIX HEW3BECTHA, IEH3YpUPYIOT Ha TOT MOMEHT, Korja ObuUIo
U3BECTHO, YTO OHHU KUBBl B TMOJHOM peMuccuu. BOJBHBIX, Y KOTOPBIX ObLIa
JIOCTUTHYTA MOJIHAS PEMUCCHSI, U OHU OTKA3JIMCh OT JICYEHHUS B IEPUOJ] PEMHUCCHH,
LEH3YPUPYIOT B IEHb OTKa3a OT Tepanuu. boibHbIe, KOTOPBHIM BbINOJHSIACh TKM,
LEH3YpUPYIOTCS Ha MOMEHT npoBeaeHus TKM.

BeposiTHOCTh coXpaHeHUsl TMOJHOW pEeMUCCHUM SIBISIETCS TeM IOKa3aTeleM,
KOTOPBIN MO3BOJISIET OLIEHUBATh UCTUHHYIO MPOTUBOOITYX0JIeBYIO 3(()EeKTUBHOCTH
Kakoi-mubo Tepamuu Oe3 ydeTa Takux CyYOBEKTHMBHBIX MOMEHTOB Kak
BbIXa)KMBaHUE OOJBHBIX OT OCJIOKHEHUMN, CBSI3aHHBIX C CAMUM JICUCHUEM.
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beccoovimuiinaa  eviycusaemocms.  IOTOT  TIOKas3aTellb  OLIEHWBAET
BBDKMBA€MOCTh BCeX OOJbHBIX, BKJIIOUEHHBIX B aHalW3, C MOMEHTa Hayaia
tepanuud. CoObITUEM CUUTAETCsl paHHSSA JIeTaJbHOCTh, (AKT HEAOCTHXKEHUS
NOJIHOM peMuccuu yepe3 2 Mecsila OT Hadaja JIeYeHus, CMepTb B IMepUOJ
pemuccun oOT ocinoxkHeHMM XT — wiaM JOpyrux IOpUYMH, a TaKKe PpEeLHINB
3a0osieBaHus. LleH3ypuUpyIOT TOJIIBKO OOJBHBIX, Y KOTOPBIX Oblia IOCTUTHYTa
IIOJIHAsl PEMUCCHS B TEUEHHE NEePBBIX ABYX KypcoB XT, 1 OHM OCTarOTCs )KUBBIMH,
COXpaHsis MOJIHYI0O PEMHUCCHIO, Ha MOMEHT NpPOBEACHUS aHaiu3a. bOJBHBIX,
KOTOpBIM BbinosIHs1ack TKM, neH3ypupyroT B IeHb €€ IpOBeACHUS.

8. Jleuenne 6oabubix OMJI B Bo3pacte ot 18--60 sieT

8.1.MuayKuuoHHas Tepanus

Nunykumnonnas XT mgobkHa OBITH HadaTa cpasy Iociie TOTrOo, KaK Bce
JTUAarHOCTUYECKHE MEPOIIPUSATHS OYIyT 3aBepIleHbI, XKeJlaTeJIbHO, C MUHUMAaTbHOU
3a/iepKKoi. JlaHHbIE PETPOCIIEKTUBHBIX MCCIIEIOBAHUN TOKa3alid, YTO UMEHHO Y
0osbHBIX MoJioxke 60 1eT oTcpoUKka B Havalle JieYeHUsT HeOJaronpusTHO BIUSET Ha
UCXOJIbI, 0COOEHHO, €CJTM BpeMs OT YCTaHOBJIEHUS JWAarHo3a J0 Havalla Teparuu
MpeBBIIIAeT 5 JTHEH.

Tem He wMeHee, cleAyeT NOMYEPKHYTh, YTO B OOBIYHON KIMHHYECKOU
MpaKTUKE y OMpeNeeHHOW oM OOJIBHBIX Jlake MOJIOAOTO BO3pacTa TsDKemas
COTMYTCTBYIOIIAss  TATOJOTUS ~ HE  TIO3BOJISIET  BBHIMIOJNHATH  QJIeKBAaTHYIO
[UTOCTATHYECKYl0 Tepamnuio. [IpoTWBONOKa3aHUSIMHU K HEMEIJICHHOMY Hadaiy
aJIeKBaTHOM LIMTOCTATUYECKOU TEPAIIUU SBIISIOTCS:

1) Tsokenas 3acToiiHas cepiedHas HeIOCTaTOYHOCTH ((pakums BbIOpoca

meHee 50%), HecTaOWibHAsE CTEHOKAapAWs, TpyOble HapyIIEHUS pUTMA |

IIPOBOJUMOCTH C HECTAOMJIBHOCTBIO TeMOJAMHAMUKH, OCTpPBIA HWHMAPKT

Muokapa (aHaMmHe3 MeHee 1 Mecs1ia);

2) modeyHas HEAOCTATOYHOCTH ([TOKa3arejb CHIBOPOTOYHOIO KpeaTHHHHA

6onee 0,2 mmonb/n (wnmu Gonee 200 Mr/mki); 3a HUCKIIOYEHHEM CIIydaes,

00yCIIOBJIEHHBIX JIEMKEMUYeCKON HHGUIBTPAIIUEN TOYEK);

3) 1meYyeHOYHas  HEOOCTATOYHOCTh (32  HMCKJIIOYEHHEM  CJIydYaes,

OOyCIIOBJIIEHHBIX  JIEWKEMHYECKOH  HMH(HUIbTpalMell  opraHa), OCTpBIH

BUpYyCHBIA renatut B wmm C;

4) Tspxenast THeBMOHUS (IbIXaTelIbHAs HeJIOCTaTOYHOCTh -- ofbIIIKa 0ojee 30

JIJ1 B MmuH, apTepuanbHas runokcemus MmeHee 80 mm Hg,mpu stom, cremnyer

UMeTh B BUJy, UYTO €CJIM B TeueHUe 2--3 JHel He ymaeTcsl CTaOmIn3upoBaTh

coctosiHre OosibHOTO, Kypc XT momkeH OBITH HayaT, MOCKOJBKY HEpPEIKO

JTUArHOCTUPYETCSI UCXOJHOE MOpaKeHWe JITOYHOW TKaHW JICMKEMUYECKUMHU

KJIETKaMH, U 0e3 crienn(uIecKor Teparuu MaHChl Ha W3JIeYeHHe THEBMOHUN

Ype3BbIYAHO MaJIbl);

5) cencuc (mpu HeCTaOWUIBHOCTH T'€MOJMHAMMKH); TOJBKO BBICOKas

auxopaaka 0e3 XapaKTEepHBIX TPHU3HAKOB CEICMCa HE MOXET CIY)XHTh

oBOJI0M K oTcpouke XT);

6) yrposkaromiyge >KH3HH KpOBOTeUeHHUs (KeyJTOYHO-KUIIEUHbIH TpaKT,

npo¢y3HOe MaTOUYHOE, KPOBOM3JIMSIHKE B FOJIOBHON MO3T);
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7) TsDKenble TCUXMYECKHWe HapymeHus (Opea, TSKeNbld JAenpecCHUBHBIM

CHHJIPOM U JpyTHe TPOSABIEHHUS MPOAYKTUBHON CHMIITOMATHKH);

8) ¢dusuueckas HECOCTOSTENBHOCTh, TpeOyrolas IMOCTOSIHHOIO YXOja,

Kaxekcus (mokaszaTelnsb o0Iero 6eska Hike 351/1);

9) IeKoOMIEHCHUpOBaHHBIM caxapHbli guaber (caxap KpoBu Bbime 15
MMOJIB/11);

10) HeKOHTpoJUpyeMOe TeUeHHE COIYTCTBYIOIIEr0 OHKOJOTHYEeCKOTO
3a00JIeBaHMs.

B Tom ciyuae, ecim Ha MOMEHT TOCTYIUIeHHsI y OOJBHOTO OBLIO OJHO W3
BEIIIIEYKa3aHHBIX  COCTOSIHWW, HO €ro B  pe3yibTaTe  WHTEHCHUBHOTO
CUMITTOMATHYECKOTO JIEYCHHUsS YJNajJoCch KYNMHPOBAaTh WM B3ATh MOJ KOHTPOIb
(cericuc, MHeBMOHUS, KPOBOTEUYEeHHE, TUA0ET U T.J.), TO OOJHHOMY IO UCTEUECHUHU
3--7 nHeli MoxkeT ObITh Hauara muroctatudeckas XI1. Ecium B xonme
CUMIITOMATHYECKOTO  JIEYEHHMs]  COIYTCTBYIOIIEH  MATOJIOTMHM  OTMeYaeTcs
yBEJIMYEHHE YNCTIa JISMKOIIUTOB, MPOIIEHTHOTO COJEp)KaHMs OJIACTHBIX KIJIETOK B
nepupepruvecKorl KpoBH, WIIM MCXOMAHO YPOBEHb JerkoruToB coctaBiser 100 x
10/n u Oonee, 1erecoo0pa3HO K  TepaluM  OCJIOKHEHUH  1O0OaBUTH
rupokcuModeBuHy B 03¢ 100 Mr/kr B JieHb, U B Cilydyae HEOOXOIUMOCTH IS
PO(HIAKTUKYA TyMOP-JIM3UC CHHAPOMA BBITIOJIHUATH IIa3Madepes.

Ecnu coctosiHue OONBHOTO BCIIENICTBHE KpaifHe TSHKENBIX OCJIOKHEHUMH,
CBSI3aHHBIX ¢ 3aboneBaHWeM, WM BCIEACTBHE TSHKEJIOH COIyTCTBYIOIIEH
MaTOJIOTHH, He yAaeTcsl CTAaOMIN3UPOBATh B TeUeHNE MaKCUMYM 7 JHEH, BO3MOKHO
paccMOTpeTh BOMPOC O MATMATUBHOM  ITUTOCTATUYECKOM  BO3JIEHCTBHUH
(manmpuMep, IUTapaOUH B MaJIBIX J1032X).

Cmanoapmuasn uHOYKYUOHHAS XUMUOMEPANUsL

[TepBBIM KypcOM HMHIYKIIMH, [0 MHEHHUIO POCCHUHCKHX W MEXTYHAPOIHBIX
AKCIEPTOB, AOJIKHO OBITH /-THEBHOE BBEJICHHE ITUTapabrHa B J103€ 100--200mr/m?
a1bo 2 paza B CYTKHM KakK KOpoTkas HH(Y3us TuOO B BHIE HENMpPephIBHOW B/B
UHQY3UU B COUYETaHUHU C 3-THEBHBIM BBEJEHHEM aHTPAIMKIMHOB (IayHOpyOHIIMHA
B JIo3e Kak MUHUMyM 60 MI/M?, - HEOOBXOIUMOCTD IpUMeHEeHUs1 0oJiee BBICOKUX
03 JayHOPYOMIIMHA B HAcTOsIee BpeMs IOABEpPraeTcss COMHEHHIO, WA
unapyourmHa B go3e 12 Mr/M> wiam muTokcanTpona 10 MF/MZ). Tak Ha3zpiBaeMas
cxema “7 + 3" B HacTosIIEe BpeMs SABISETCS CTAaHAAPTOM WHAYKIIMOHHOW TEparuy.
[Toce mpuMeHEHHUsT OJTHOTO TaKOTO Kypca YJIaeTcs MOCTHUYh TOJHON PEeMHCCHH Y
55--65%,mocne nByx —y 65--75%60601pH61x OMJI B Bo3pacte mo 60 net. Hu onun
U3 JPYruX UCCIEeNyeMbIX PEXMMOB B HACTOSIIEe BpeMs He MPOJAEMOHCTPHUPOBAI
OombIrieit 3G (HeKTUBHOCTH MPU COTIOCTABUMON TOKCHYHOCTH.

PaHnoMu3upoBaHHBIE HWCCIEOBaHUS [0 CPaBHEHHMIO A()PEKTHBHOCTH
nayHopyOunnHa B go3e 45--60 mr/M? ¢ JIPYTAMH aHTPalUKINHAMU, TaKUMH, Kak
UIApyOUIIMH WM aKJapyOWIIMH WM aMCakpuH WX MHUTOKCAHTPOH, OBbLIH
npoBeaeHbl B Hadasie 1990x ronos. Hu B 0JlHOM U3 3TUX HMCCleoBaHUN He OBLIO
MOKa3aHO TMPEUMYIIECTB B JIOJTOCPOYHBIX pe3yJibTaTax ajJbTePHATHBHBIX
JTayHOPYOWIIMHY  TperapaToB B  OSKBUBAJICHTHBIX Jo3aX. FcciemoBaHnue
amepukanckoit rpynnsl (ECOG) mo npumeHeHuto aayHopyounuHa B go3e 90
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Mr/M%, CBHJIETENLCTBYIOLIEE B MOJIB3Y BBICOKOLO3HOTO NAYHOPYOUIMHA, C TOYKH
3peHUs] POCCHUUCKUX W psfla €BPOIEHCKUX JKCIEPTOB HE JIOJDKHO JIOXKHUTHCS B
OCHOBY IPOTPaMM JISUSHHsI, TaK KaK 3Ta I0O3UPOBKA HE UMEET MPEUMYIIECTB Mepe
n030ii nayHopyburmua 60 Mr/m® (mo KpaifHeil Mepe IO NPHBOAMMBIM B
FICCIIEIOBAHIH JOJITOCPOYHBIM pe3yibrartaM npuMererus 90 mr/m®).

DOKBUBaJCHTHBIMU  HY)XKHO  CYHMTaTh  CIEAYIOIIAE  pPa30Bble  JIO3bI
AHTPALMKIHHOBBIX AHTHOMOTHKOB. nayHOpyouuuH 60 Mr/m°, uaapyourma 12
Mr/M®, mutokcantpoH 10 Mr/M°. AMCakpMH He 3aperncTpupoBaH B P®.
Jlokcopyoune (agpuabiacThH) BOOOIIe HE WCHOIB3YIOT B WHAYKIIUU PEMHUCCHH
OMIL

B unaykuuu nutapabuH B Beicokux mgo3ax (BLL 3 r/m? 2 pa3a B nesb 1, 3,
5-t1 naun, wim 2 r/m? 2 pa3a B JieHb B 1—64i THU) B COYETAaHUM C aHTPAIIUKINHAMHM
HE JIaeT JOJTOCPOYHBIX MPEUMYIIIECTB, MOXKET YBEIMYUBATh YaCTOTY JOCTH)KCHUS
MOJTHOM PEMHUCCUU TIOCTe TIepBOrO Kypca, OAHAaKo obOisiamaer Oosiee BBICOKOM
TOKCUYHOCTBIO U, COOTBETCTBEHHO, OOJIBIIIel BEPOSITHOCTHIO PaHHEH JIETAIBHOCTH.
BHe KIMHUYECKMX UCCIICJOBAaHMIA [TUTApaOUH B BHICOKUX 032X B MHIYKIIMOHHBIX
Kypcax UCTIOIb30BaTh He PeKOMEHOYemcs.

[TombITKM yBeNWUYEHUSI YacTOTHI JOCTHKEHHS TIOJHOW PEMHUCCHH ITyTeM
N00aBJICHUS JOTMOJHUTENBHBIX ITUTOTOKCHYECKHX IMpernapaToB K CTaHIAPTHOMY
pexumy XT (tmoryanwH, stomo3ua, ¢uiynapaOuH, TONMOTeKaH W [Ip.) WIIH
MOJYJSITOPOB MEXaHM3MOB MHOKECTBEHHOW JIEKaPCTBEHHOW DPE3UCTEHTHOCTH HE
MIPUBEIH K yCIIEeXYy.

Pe3ynbpTaThl mpuMeHeHUs] POCTOBBIX KOJOHMECTUMYIUpPYEUINX (aKTOpOB B
Ka4yecTBe MpernapaToB, MOBBILIAIOLIINX YYBCTBUTEIBHOCTD JIEHKEMUYECKUX KIETOK
K MUTOCTATHYECKOMY BO3JIEHCTBHIO (FpaHyIOUTAPHBIA KOJIOHHECTUMYTHPYIOIHI
daktop (I'-KC®D) u rpanynonurapHo-MaKpodaraibHbIii KOJOHUECTUMYIUPYHOIIHIA
daktop ('M-KC®D)) — Tak Ha3piBaeMoro “mpaiiMuHra’, KpaiiHe IpOTHBOPEYHUBHI: B
psAle WCCIIeIOBaHWI TOJY4YeHO yBeJIMYEHHWE IoKazareledl u oOlmed wu
0e3pelnIMBHON BEDKMBAeMOCTH -- 1aTcko-Oenbruiickas (HOVON), mBeiiapckas
(SAKK) wuccrnenoBarenbckye IPYMIbl, MPU 3TOM JAPYTUMH HCCIIEI0BATEIbCKUMU
rpyNIaMi TOKa3aHO OTCYTCTBHE KaKOTO-TMOO BIMSIHHS Ha JIOJTOCPOYHBIC
pesynbratel (Hemenkas AMLCG) winu maxke NpoaeMOHCTPHUPOBAHO YXYIIEHHE
nokazareneit obmiell BenkuBaeMoctu (anrmuiickass MRC). [Tostomy mpumMeHeHwe
['KC-®& B pamkax mnporpaMMbl  HMHAYKIMOHHOM  TepaluMyd  OCTaeTcs
UCCIIeIOBATeNIbCKUM TOAXOJOM U TIOKa He MOXeT OBITh pPEeKOMEHJOBaHO B
PYTUHHOU IIPaKTHUKE.

XoTtenoch Obl OOpaTUTh BHUMaHHE Ha pe3yJbTaThl PaHIOMH3UPOBAHHOTO
HEMEIIKOTO  HWCCJIeIOBaHUs, B KOTOPOM O  HCCIENOBaTENbCKUX — TPYIII
paHIOMU3HPOBAIM OONIBHBIX HAa CBOM COOCTBEHHBIC OYECHBH Pa3HOOOpAa3HbBIE IIO
HaOOpy, J03aM IHMTOCTATHYECKUM IIperapaToB MPOTOKOJBl W Ha OJHY OOIIYIO
cTaHapTHYI0 BeTBb (2 Kypca “7 + 3" ¢ mayHOpy6GHuUMHOM B mo3e 60 mr/m?, ¢
MOCITeYIOMMME TpeMsi KOHCONHUPYIOIIAME KypcaMy [UTapabrHa B 103e 3 r/m°
2 paza B nmenb B 1, 3, 5# nguu). [larunetHsist oOias u  Oe3peluaIuBHAs
BBDKMBAEMOCTh OOJIBHBIX HE OTJIMYallaCh HW B OJHOW Tpyrmie. | TaBHBIM UTOrOM
3TOro  OOJIBIIOTO  WCCIEAOBAaHUS  CTajo  JIOKA3aTelbCTBO  aOCOJFOTHOM




33

UJCHTUYHOCTH Pa3JIMYHBIX WHTEHCUBHBIX PUCKAJAANTHPOBAHHBIX IPOTOKOJIOB B
CpaBHEHMHU C 00IIel CTaHAAPTHON Teparuei.

Takum o0pa3zoMm, UHIYKIMS peMuccuu mpu moboit dpopme (kpome OILT)
OCTPOr0 MHEJIOUTHOrO Jieliko3a JobkHa coctosiTh u3 1 wimu 2 xypco XT (B
3aBUCMMOCTH OT TOrO, IOCJe Kakoro kypca -- 1oo wnam 2-ro -- gocturaercs
noJiHast pemuccusi). Eciin mosHast pemuccust mociie AByX KypcoB He IOCTUTHYTA, TO
KOHCTaTUPYyeTCs TIEPBUYHAS PE3UCTEHTHOCTh, U OOJBHBIM TPOBOST TEPAIHUIO TIO
nporpaMMaM JiedeHus: pedpaktepHbix (opm nedikemun. Cpaszy ke HE0OXOIUMO
NOMYePKHYTh, YTO HEJOCTH)KeHHWE TIOJHOW pPEeMHUCCHUU TOCjie  MEepPBOro
WHIYKIIMOHHOTO  Kypca  SIBISIETCS  JOCTOBEPHBIM  ()aKTOPOM  TUIOXOTO
noarocpoyHoro mporuosza OMJI, mostomy yxe cpasy mocie nepBoro Kypca (mpu
YCIIOBUW aJIeKBaTHOCTH JI03 M JUTUTENIbHOCTH IIMTOCTATHYECKOTO BO3IECHCTBHA)
OOJIbHBIE JTOJKHBI pacCMaTpPUBAThCA B KaueCTBE MOTEHIIMAIBHBIX KaHAUAATOB IJIs
BBITIOJIHEHUSI TPAHCIUIAaHTAIIMU AJIJIOTEHHOT'O0 KOCTHOTO MO3ra.

Ecnu nonuas pemuccus He mojydeHa mociie MepBoro HHAYKIIMOHHOTO Kypca
“7 + 3", To BBIOOP BTOPOTO MHAYKIIMOHHOTO Kypca MOXET OBITh ONpe/esieH B
3aBUCUMOCTH OT KJIMHMYECKOW CHTyallud, HCXOAsS M3 TpeX BapuaHToB. 1)
MOBTOPEHUE Kypca, aHaJOrMYHOr0 IepBOMY; 2) W3MEHEHHe HWHTECHCHBHOCTH
XUMHUOTEParieBTUYECKOr0 BO3IEMCTBHUS -- BBINIOJHEHNUE BBICOKOIO3HOTO Kypca; 3)
poBeJieHNe Kypca IUTapabuHOM B MaJIbIX J103aX.

Kak yxe momuepKuBaioCh, CpPaBHUTENBbHBIA aHANW3 TSTH Pa3IMIHBIX
MPOTOKOJIOB CO CTaHJApTHOM mporpammoi, coctosmed u3z nByx ‘7 + 3" ¢
MOCNEAYIOIUMH TpeMsi KypcaMH BBICOKOJO3HOM KOHCONMUAAIMM, TIOKa3all
aOCONIOTHYIO PaBHO3HAYHOCTH HCIIOJNB3YEeMbIX MOAXO0M0B. B cBsi3u c 3TuM
Ipe/CTaBIsIeTCsl pa3yMHBIM PEKOMEHI0BaTh MOBTOpeHHe mporpammbl 7 + 3" ¢
nayHopy6uimHoM 60 Mr/M* (caMoe TiTaBHOE -- COOITIOAATh IPHHIMI J03UPOBAHMS
npernaparoB Ha IUIOLIab MOBEPXHOCTH Tejia 00JbHOTO0). McKioueHrneM U3 3TOi
pekoMeHauru MoxeT 66iTh OMJI, pu KOTOPOM ToCIie MepBOro Kypca MHAYKIINH
J1M60 He MPOU3OIILIO YMEHbIIEHUS MPOleHTa OJACTHBIX KJIETOK B KOCTHOM MO3Te
6onee vem Ha 50%, mubo0 oTMeuyeHa mporpeccust 3aboiieBaHus (yBEIUUYHIICS
MPOLICHT 0J1aCTHBIX KJIETOK, MOSIBUJTUCH OTCYTCTBYIOILIKE paHee
IKCTpaMeayJUIsIpHbIe o4ard). B 3Toil cuTyanuu BTOPBIM HMHIYKIIMOHHBIM KypCcOM
1e1ecoo0pa3Ho MPU3HATH Kype ¢ MUTapaOMHOM B BBICOKHX J103aX B COUYETAHHH C
HOBBIMU aHTPAIUKIMHOBBIMUA aHTUONOTHKAMMU.

Taxoke menecooOpa3HO UMETh B BUY, UTO MPHU Pa3BUTHHU Y OOJIBLHOTO TOCTIE
MEPBOTO WHIYKITMOHHOTO Kypca KU3HEYTPOKAIOITUX OCIIO)KHEHUH,
MOTPeOOBABIINX PEaHMMAIIMOHHBIX MEpONPUATHH (CenTHYecKHil MoK, WH(ApPKT
MHUOKap/ia, MHOKapAWT W Jp), WIM aKTUBHOIO aclepruiuie3a, WHTEHCHBHAsS
WHIYKIIUOHHAs/KOHCOUAMPYIOIIasi MOXET OBbITh BPEMEHHO 3aMeHeHa Kypcamu
uTapabuHoM B Manbix go3ax {C3}, ocobeHHO y 0OJbHBIX, KOTOPHIM B e0r0TE
3a0osneBanus Oblla ompeneseHa OjarompusiTHas LUTOreHETHYecKas Tpymnra.
MoryT ObITh BBITOJNHEHBI 1--2 Kypca Majbix g03 nurapabuna (MJILL), u mocie
KyNAPOBaHUSI BCeX OCJIOKHEHUM Iieiecoo0pa3HO BEPHYThCS K BBICOKOJO03HOMU
KOHCOJIMJIALIMA U BBIMOJHUTh MUHUMYM 2 Kypca BBICOKOJO3HON KOHCOJIMIALUU
(BJILL). MJILl mMoryT ocTaTbcs OCHOBHOW Tepamnuei B TeueHue 3 JIET TOJBKO y
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OOJIBHBIX OCTPBIM dpuTpomMuesiozoM (M6-BapuaHT) U MerakapuobsactHeiM (M7-
Bapuant) {C3}.

Jlst kpynHbIX DeepanbHbIX U PErHOHANBHBIX MeMaTOJIOIMYECKUX IEHTPOB,
IJ€ OCYIIECTBISIFOTCS IUTOrEHETUYECKHE KM MOJIEKYJISIPHBIE HCCIIEI0BaHMS,
O0JIbHBIE MOTYT OBITH CTPATH(UIIMPOBAHBI B pa3HbIE TPYIIbl MOJEKYJISPHO-
[[ATOTEHETUYECKOTO pUCKA M TPOTrpaMMbl HMHIYKIIHOHHOW Tepardd MOTYT
BapbHPOBATh B 3aBUCHMOCTH OT 3a]1a4, KOTOPbIE PeIaeT IEHTP.

BapuaHTel HMHAYKIIMOHHOTO  JIEUYEHHS, HCIOJb3yeMble  Pa3INnYHBIMU
UCCIIeIOBATEIbCKUMHU TPYTIaMHU, MPpeCTaBlIeHbl B Taba. 8. Xorenock Obl elile pas
NOMYEePKHYTh, YTO  Jo0aBleHWE K  [HUTApabMHy W aHTPaKIMKIHHAM
JOTTOJTHUTEIBHBIX [IMTOCTATUYECKHAX IMPENapaToB HE BIHSET Ha JAOJTOCPOUYHBIE
pe3yJIbTaThl JTEUECHHUS.

Tabnuua 8. BapuaHThl MHIYKIIMOHHBIX KYpPCOB

[Iporpamma [Ipenapar
WHTyKIIAN
7+3(1) I{urapa6bun 100mr/m” B/B 2 pasa B cyTku B 1--741 qHH

- mayHopy6uumH 60Mr/M° B/ 1 pas B aeHb B 1--341 aHu win
« mutokcanTpor 10Mr/m? B/B 1 pa3 B neHb B 1--341 1Hu win
« uaapyourua 12 mr/m? B/B 1 pa3 B aeHb B 1--34i qau

7+3 (2) IurapaGun 200mr/M° B/B KPYTIIOCYTOUHO, B 1--7-41 jiHH

. nayHopyGuumH 60Mr/M° B/ 1 pas B neHb B 3--541 aHu win
« MHUTOKCaHTpoH 10 mr/v® /B 1 pa3 B JieHb B 3--541 THU WiH
« wnapy6burmn 12mr/v® B/ 1 pas B nenb B 3--541 101

7+3 + VP-16 I{urapa6bun 100mr/m” B/B 2 pasa B cyTku B 1--741 qHH
Jlayropy6urms 45mr/m? /B 1 pas B gess B 1--341 101
Sronosun 120mr/M? B/B 1 pa3 B neHb B 17--21# nuu

ADE I{urapa6bun 100mr/M” B/B 2 pasa B cytku 1-1010u
Jlayropy6urms 50 mr/m? B/B 1 pa3 B aeub 1-3 xau
Sronosun 100mr/M? B/ 1 pa3 B ieHb 1- 51Hu

7T+3+7 I{urapa6bun 100mr/M” B/B 2 pasa B feHb B 1--741 1HU
Jlayropy6urms 45mr/m? /B 1 pas B 1ess B 1--341 101
Dronosun 75mr/M? B/ 1 pa3 B ieHb B 1--74i qHK

ICE Wnapyounun 12 mr/m® B/B 1 pa3 B neHb B 1, 3, 5# qHH
[{urapabun 100mr/m® B/B 24-aacosast undy3us B 1--7-41 1Hu
Sronosun 100mr/M? B/B 1 pa3 B ieHb B 1--34i qHK

IVA (1) Wnapyounun 12 mr/m® B/B 1 pa3 B JieHb BO 2, 4, 6# qHu
Sronosux 100mr/M° B/B pas B 1eHb B 3--741 1uu
[urapaGuu 100mr/M? B/B 24-qacosast uudysus B 1--741 1uu

IVA (2) NnapyOunun 12 mr/m® B/B 1 pa3 B JieHb BO 2, 44i 1HUI
Sronosun 100mr/M? B/B 1 pa3 B JieHb BO 2--641 qHH
I{urapabun 100mr/m° B/B 24-<aacosast undy3us B 1--641 1uu

MAV MuTtokcantpon 10 mr/m® B/B 1 pa3 B JieHb B 4--841 1HU
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IurapaGun 100mr/M° B/B 24-aacosas uudysus B 1--841 quu
Sronosun 100mr/M? B/B 1 pa3 B jieHb B 4--84i 1HU

FLAG-IDA ['-KC® 5 mkr/kr co mast O — 10 BBIXOJA U3 IATOIIEHUHN
®monapabus 30mr/m? 30-MuHyTHas uH(Y3Hs B 1--441 qun
[urapaGus 1000mr/M B/B 4-uacoBast HH(Y3HS MOCIIE
¢bmronapabuna B 1--44i 1

Wnapyounun 8 mr/v? B/B 1 pa3 B neHb B 1, 34 quu

HidAC-3-7 [{utapabun 3 /M BlB 2 pasa B cytku B 1, 3, 5, 7H nuu
Jlayropy6urms 45mr/vm® /B 1 pas B gens B 1--341 101
ronosun 75 mrim® B/B 1 pa3 B 1eHb B 1--741 1HU

IIpogunaxmuxa neitiponetikemuu

EBporelicke nccnenoBaTeny mojiaratoT, 4YTO HE CYIIECTBYeT B HACTOsIIee
BpeMsl TIOKa3aHWH I HHTpaTeKaIbHON MPO(UIAKTUKNA Pa3BUTHS HeMpoleHKkeMun
y OONBbHBIX 0€3 HEBPOJIOTUYECKOW CUMIITOMATHKH, XOTSI OHa MOXKET MTPOBOAUTHCS B
0COOBIX CHTyalUsiX, HampuMep, MpU TUMepieirkounTose. JJIUTeNbHBIA OMBIT
POCCHICKHMX UCCIIe[IoBaTeliell TMO3BOJSET HaM PEKOMEHIOBATh MPOPUIAKTHKY
HeHpoeiKeMuH C TIOMOIIIHIO MHTpATEKaTbHBIX BBEJICHUI npu
muenomMoHoOnactHoM (M4) u  wmonoGnactHom (M5) Bapuante OMIJI, mpu
neiikonmurose ceoimre 30 x 10%m, mpu Becex Qopmax OMJI, mpH KOTOpPBIX
JMAarHOCTUPYIOT SKCTpaMeayuisipHble oopa3oBanus {C3}.

8.2.1locTpeMuccruOHHAs TepAINs

CylecTByeT HECKOJIbKO MOJIXO0/0B K MocTpemMuccuoHHou tepanuu OMIL:
TpaJuLMOHHAsT BblcOkoao3Hass XT, gnurenbHas noxpgepxkuBaromas X1,
BBITIOJTHEHNE ayTOJIOTUYHOMN WK ajutoreHHon TKM.

Buvicokooosmuuvie kypcwl koHconuoayuu

HccnenoBanue, BBITIOJTHEHHOS aMEPUKAHCKOW HCCIIeIOBATENILCKON TPYIITOH
CALGB npomeMOoHCTpHpOBaJIO TMpeumMyliecTBo 4 KypcoB ULHUTapaOWHOM B
BBICOKHX 103ax (3 r/M° kaxmple 124 B 1, 31 5-i IHNM) [0 CPAaBHEHHIO C KypCaMu
nUTapaGHHOM B MEHBIINX 103ax (400Mr/M? Ha OCTOSHHOI B/B HHOY3HH B 1--541
JHW) WK cTaHzapTHeIME no3amu (100Mr/M? Ha OCTOSIHHOMN B/B HH(Y3uH B 1--541
TTHH). DTOT MOJOKHUTETbHBIN 3P PeKT MHTEHCU(UKAIIMU 03B [IUTapabruHa, OJHAKO
’Ke He paclpoCTpaHsuics Ha OONBHBIX C HOPMAlIbHBIM KApHUOTHIIOM H
HEOJaronpusITHBIMA ITUTOTCHETUYECKUMHU aHOMaTUsIMHA. OTKPBITBIMA OCTAFOTCS
BOTIPOCHI IO J03aM, CXeMaM BBEJCHHsI, KOJUYECTBY LUKIOB M POJIHM COUYETAHUS
BALl ¢ ngpyrumm npenapatamu. BHOBB, BO3Bpamascbh K HEMELKOMY
PaHIOMU3MPOBAHHOMY HCCIIEIOBAHUIO TSTH Pa3IUYHBIX MPOTOKOJOB, XOTEIOChH
OBl TIOAYEpPKHYTh, YTO He OBUIO TIONYYeHO WPEUMYINECTB HU TIO0 OIHOMY
MOKa3aTeNi0 MPU HCIOJIB30BaHUU IMTapabMHa B pa3HbIX BBICOKMX J03aX B
COUETaHWM C KaKUM-JIMOO TperapaToM, ¢ MpuMeHeHueM 3¢ deKTa «raiMUHTa» U
«IpaitMUHTa», 10 CPaBHEHUIO ¢ TpeMs Kypcamu koHconmarmu B/ILI.
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B cBia3u ¢ 3TuUM onTUManbHBIM TpeacTaBisieTcss y OonbHeIX OMIJI B
Bo3pacte Mosioxke 60 et mociie 1--2 KypcoB MHIAYKIIUN BBITOIHUTD 2 (MHHUMYM) -
- 3 kypca koHconumaru B/ (yHudunmposanHsiii mporokon jedenuss OMJI).
Ecim mno opraHu3allMOHHBIM TPUYMHAM Yy TEMaTOJOTMYECKOro IEHTpa HeT
BO3MOYXHOCTH BBITIOJHUTH BBICOKO/IO3HYIO KOHCOJUIAIMIO, KaK JOMOJHUTENbHBIN
BapUMaHT MOXET paccMaTpHUBATLCS BBINOJIHEHWE elle OIByX KypcoB [+3 ¢
UAapyOUIIMHOM WJIM MHUTOKCAaHTPOHOM B HMHIYKIMOHHBIX go3ax {C2}. Kypcsr
KOHCOJIMIUPYIOIIEeH Teparuu MpeaCcTaBIeHbl B Ta0J. 9.

Tabmuma 9. Kypesl  koHCOnMaauuy,  UCHONb3yeMble  pa3HBIMH
HCCJIEIOBATEILCKUMU IPyIIIIaMU

[Iporpamma IIpenapat

KOHCOJTHIAITAH

HD-ARA-C [Mutapabun 3 r/M? 2 pa3a B nieHb B 1, 3, 5# nHn

MidAC [urtapadbun 1 /M B/B 2 pasa B JaeHb B 1--341 10U
MuTtoxkcantpon 10 mr/m° B/B 1 pa3 B JieHb B 1--541 quu

HAM (1) [{urapabun 3 r/M° B/B 2 pasa B 1eHb B 1--341 au
MuTtoxkcantpon 10 mr/m° B/B 1 pa3 B ieHb B 3--54i 1HU

HAM (2) Iurapabus 3 r/m° B/8 3-uacosast undysus 1 pas B aeHb B 1--341 quu
Murokcantpor 12 mr/m? B/ 1 pas B eHb Bo 2 1 34f 1Hu

A-HAM [urapabus 1r/M° B/B 1 pa3 B nenp 12-1acoast uady3us B 1--341 qHu
MuTtokcantpon 12 mr/m° B/B 1 pa3 B JIeHb B 2--34i THU
ATRA 45 mr/m? 3-5 1au, 3atem 15mr/m? B 6--2841 1uu

ID-Ara-C/DNR [{urapabun 3 /M’ B/B 2 pasa B qeHb 2-dacoBast HH(y3us 1-4 qau
HaynopyOunun 45 mr/v“B/B 1 pa3 B JieHb B 3--541 1HU

HAD Lurapabun 3 r/m° B/ 2 £)a3a B JieHb 2-qacoBasi uH(py3us B 1--541 nuun
Mayuopyounun 45mvr/m“B/B 1 pa3 B neus B 3--541 10U

H-MAC [{urapabun 3 /M’ B/B 2-4acoBast nHQY3Hs 2 paza B CyTKH B 1--641 qHU
MuTtokcantpon 10 mr/m? B/B 1 pa3 B JieHb B 4--64i 1HU

I-MAC Iurapabuu 1 r/m° B/ B 2-aacoBas uHdy3us 2 pasa B CyTKH B 1--641 Hu
Murokcantpor 10mr/M? B/ 1 pas B 1enb B 4--641 101

Iloooeporcusarowas mepanust

OOBIYHO MeXTyHApOIHBIE DKCIEPTHl YKa3bIBAIOT, YTO IMOIeP KHBAFOIIAs
Tepanus He Ha3HadaeTcsl OONBHBIM BHE KIIMHUYECKUX UCHBbITaHUH. TeM He MeHee,
utorn Hemenknx (AMLCG) u pesynbraThl poccuiickux wuccienoBanuii (OMJI-
06.06)cBHIETENBCTBYIOT O MTPEUMYIIIECTBAX MOIEPIKUBAIOIICH TeparuH.

Poccuiickue 3KCHepThl CYUTAIOT, YTO TOIICPKUBAIONIAS Teparusi MOXKET
ObITh pekoMeHmoBaHa {B2} M MOMKHA BBIMIOTHIATHCS B TeUEHHE KaK MHUHAMYM
OJTHOTO rojia OT Havaia JiedeHus (4 Kypca WHAYKIUU/KOHCONUAANU U 6 KypcoB
NOJIIEP)KUBAIOLIEH Teparnuu) WK B TeueHue 2 JIeT oT Havana tepanuu (4 Kypca
uHaykiuu/koncomuaauun u 9-12 kypcoB momnepxwuBaroineii Tepanuu). bonee
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MPOJOJDKUTEIbHOE  BO3JCHCTBME HE UMeeT IMpeuMyllecTB. J[nuTenbHOCTH
MO/1JIEP KU BAIOILIETO JISUYSHHUs] YBETUUMBASTCS 10 3 JIET JIUIIb y OOJIBHBIX, KOTOPHIM
NpPOBOJAT  Kypchl LMTapabMHa B Maibix jgo3ax. (Ocoboe 3HaueHue
nojiep >KMBarolas Tepanus umeeT y 601apHbIX B Bo3pacte ctapiie 60 ner. Kypces
NoJIep>KMBAloIel Tepanuu npeacrapieHsl B Tada. 10.

Tabmuma 10.Kypcel mogaepxuBaroIiero Je4eHus

[TIporpamma [Tpenapar

5+ 6MII (2) [urapabur 100 mr/m® B/ 2 pasa B gemp B 1--54f maum, mwmm 50 mr/m?
MOJIKOXKHO 2 pa3a B JieHb B 1--541 nuu
6-Mepxkanronypun 60 Mr/m? B CYTKHU B 2 ipuema BHYTpb B 1--541 q1am

5+ (1) [urapabur 100 mr/m® B/B 2 pasa B meHb B 1--54f nuu, wm 100 mr/m?
MOJIKOXKHO 2 pa3a B JieHb B 1--541 nuu
[uknopocdan 1000mr/v> B 341 feHb

5+1d (2) [urapabur 100 mr/m® B/ 2 pasa B gemp B 1--54f maum, mwmm 50 mr/m?
MOJIKOXKHO 2 pa3a B JieHb B 1--541 nuu
[uknopocdan 650mr/m? B 1-i neHs

5+ 6MII (1) [urapabur 100 mr/m® B/B 2 pasa B meHb B 1--54f muu, wm 100 mr/m?
MOJIKOXKHO 2 pa3a B JieHb B 1--541 nuu
6-Mepkanronypun 60 mr/m? B CYTKHU B 2 mpreMa BHYTpb B 1--541 nam

Tpancnianmayus aymonocudtulx CmMeo108bIX 2eMONOIMUUECKUX KIIeMOK

TpaHcnanTauus ayTOJIOTUYHBIX CTBOJIOBEIX reMOIOTHUYECKUX
kietok/koctHoro wmosra (ayto-TCI'K/ayto-TKM) sBnsiercss anbTepHATHBHBIM
MOAXOJOM Ha JTane MOCTPEMUCCUOHHON Tepanuu y OOJBHBIX W3 TPYIIbI
OJIarONpUATHOTO W MPOMEXKYTOYHOTO IUTOI€HETUYECKOTO PUCKA, TOT/Ia Kak OHa
HE MOXET OBITh PEKOMEHJOBaHa OOJBHBIM W3 T'PYIMIbLI BHICOKOTO pHUCKa. AyTo-
TKM BBINOIHSAETCS MOCIIE 3aBEPIICHUS HHIYKIIMN/KOHCOIUIAIMH TP OTCYTCTBUU
npu3HakoB nepcuctupoBanus MPbB. OpgHako ciienyeT MOMHUTh, YTO PE3YJIbTaThl
ayTo-TKM cx0XM C TakOBBIMH MPH HKCHOJB30BaHWMM nopaepxxkuBaromierd XT, u
KaKOro-n0o ee MperMyIiecTBa MoKa3aHo He ObLIO.

AyTto-TKM He MoxeT OBbITh peKOMEH1I0BaHa OOJIBHBIM, Y KOTOPBIX UCXOJIHO
He OblIa ompenelieHa TpyINa pUCKa IO MEXKIyHAPOIHBIM KPUTEPUSIM H,
COOTBETCTBEHHO, HE BBITIONHIETCS MOHUTOpUHT MPDB, a Takke TeM OOJBHBIM,
KOMY B TMepHUOJi HUHAYKIHMOHHOTO U KOHCOJUAUPYIOIIEro JedeHuss OblUIN
peIyUHUpPOBaHbl J03bl IUTOCTATUYECKUX MPENapaToB M JIATEIBHOCTh KYpPCOB
(HeanexBaTHas TpeIEYEHHOCTB).

Tpancnnanmayus annoceHHo20 KOCMHO20 M032a
TpaHcnnaHTauMsi aUIOTEHHOTO  KOCTHOTO  MO3Ta WM aJUIOT€HHBIX
FeMOMOATUYECKUX CTBOJIOBBIX KJIETOK (amo-TKM/amno-TI'CK) B
MOCTPEMUCCUOHHOW Tepanuy acCOLMMPOBAHA C CaMbIM HU3KHM PHCKOM Pa3BUTHUS
peuuauBa. IT0 00YCJIOBICHO B OCHOBHOM pa3BUTHEM (PeHOMEHA «TpaHCIUIaHTaT
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NpoTUB Jelko3a». OaHako ke npeumyliectBa amno-TKM  orpaHuydeHsl
JIeTaJIbHOCTHIO, CBS3aHHOM C caMOM MpoleAypoi TpaHCIUIaHTauuu. MeTaaHanu3
KJIMHUYECKUX MCCIIeIOBaHUM MPOJEMOHCTpUpOBall MpeumyinectBo amio-TKM B
CpaBHEHHMH C TMPOCTO  KOHCONWJMPYIOIMIMMH  KypcaMud Uil OOJBHBIX
MPOMEKYTOUYHOIO U BBICOKOTO pHUCKa B IIepBOM IMOJHOW pemMuccuu. Takxke
3HAYMMOCTh BbIMoJiHeHus: awio-TKM B 1IIP Owiia yOemuTenbHO J0Ka3aHa B
paMKax n IIBEJICKOTO MOMYJISIITUOHHOTO HCCJIeJOBaHHS, KOTOpoOe
MPOJIEMOHCTPUPOBAJIO CTATUCTUYECKH 3HAYUMOE YyBEIWYEHHE BBDKMBAEMOCTU
6onbHBIX OMJI B TOM peruoHe, rae nois peanuzoBaHHbIX amio-TKM cocrtaBuia
47%8B cpaBHeHunn ¢ 23%B qpyrux o0JIacTaXx.

JleTanbHOCTB, CBsI3aHHAs C TpaHCIUIAHTallUeH, MOXKeT BapbUpoBaTh OT 15 110
50%. Ilxamer xomopOumHocTH, Takue kak HCT-CIl, sBasiorcss BaKHBIM
MOACIIOpheM TIPU  BBIOOpE, Kak COOJIOCTH OalaHC MeXIy YBeIUYeHUEeM
nokaszarejied  oOmmield  BBDKMBAEMOCTH U CMEPTHOCTBIO,  CBSI3aHHOM ¢
TpaHCIUIaHTaued. boree Toro, mkana, W3HAYalbHO CO3MaHHAs IJIsI OOJBHBIX
XMIJI, Bkmoyaromas Bo3pacT OOJBHOrO, CTaaAuiO 3a00JieBaHMs, BpeMs OT
YCTAHOBJIEHMS] JMarHo3a J0 TpaHCIUIAaHTalluM, TUIl JOHOpa W MOJI JOHOpa M
peLUIUeHTa, MMEET BBICOKYIO MpeAcKa3aTesbHyl0 LE€HHOCTh ISl CMEPTHOCTH,
CBSI3aHHOM ¢ TpaHCIUIaHTaIueHd, olield W Oe3pelAMBHON BBIKUBAEMOCTH U Y
6ompHBIXx OMJL. Jlpyrue ¢pakTopbl prcka BKIIOYAIOT MHPHUIIMPOBAHUE reNaTUTAMH,
[IMB-ctatyc noHopa W penunuenra, reHetmdeckue ocodbeHHOcTH (SNP, rensr
pEeLenTopoB IUTOKMHOB, MUKPOCATEIIIUTHI IIMTOKUHOB, U TeHbI, aCCOLIMMPOBAHHBIE
C BPOXICHHBIM UMMYHHUTETOM). Takum o0pa3oM, B KaXKIOM KOHKPETHOM ClTydae
HEO0OXOMMO OIIEHWBATh PUCK TEUEHHUS CaMOTO 3a00JIEBaHMS U PUCK TOCIEACTBUN
TpaHCIUIAHTAIIUU B KQXJIOM cllydae.

9. IlocTrpemuccCHOHHAsl Tepamusi COIJIACHO IUTOreHETHYECKOMY H
MOJIEKYJISIPHOMY pHCKaM

OtHecenue OonbHBIX OMJI K TOW WM WHON TIpYyINe pHUCKA SBISETCS
OCHOBaHMEM [Ji ONpeAcJIeHUsT TepaneBTUUYEeCKON TaKTUKH, OCOOEHHO --
HeoOxoauMocTH BbImonHeHHsT ayo-TKM. K coskaneHnio, kak 3TO OTMEYaJioCh
paHee, TIpU CaMbIX ONTUMUCTHUYHBIX OILICHKAX JIMIIb MOJoBHHE O0oibHBIX OMJI B
P® BBINONHAIOTCS HATOTEHETUYECKOE U MOJIEKYJISIPHOE McclienoBaHus. B ¢Bsi3u ¢
stuM B P® dopmupyercs rpymnmna OOJbHBIX, KOTOPHIM HEBO3MOXKHO YCTAHOBHTH
IPYIIILY PUCKA UCXOJIS U3 MEXKTyHAPOIHBIX PEKOMEH IallHil.

B cBsi3u ¢ 3TMM cumTaeMm 1enecooOpazHbIM BceM OOJIBHBIM, KOTOPHIM He
BBITTOJTHEHBI MOJIEKYJISIPHO-TEHETUYECKHE HCCIICIOBAHUS Ha MOMEHT
YCTaHOBJICHUSI JMAarHO3a, PEKOMEHJ0BaTh BbIMosHeHHEe amio-TKM B mepuon
MepBOM TIOJIHOW PEMHUCCHUU, OCOOCHHO €CJIM €CTh POJICTBEHHBIE JOHOPHI H,
€CTECTBEHHO, C yUeTOM TPaHCIIaHTALIMOHHBIX PUCKOB.

9.1.OMUJI u3 rpynbl 6J1aronpusiTHOrO pyucka

[TocTpemMuccruoHHas Tepamusi ¢ moBTopsomumucs kypcamu BJIL (3 /M
kaxzasle 124 B 1, 3u 54 aHK) -- MUHUMYM 2 Kypca -- CYUTAeTCS ONTUMAaIbHBIM
BapUaHTOM B Tepamnuu 00JIbHBIX B Bo3pacTe 0 60 et u3 rpynmsl 6JaronpusTHOTO
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nporHosa, a Takxke ans 6onpHbIx OMIJI ¢ mytupoBanusiM NPM1 6e3 FLT3-ITD
unu ¢ mytupoBaHHbiM CEBPA. ¥V 3Tux G0nbHBIX OOJIBIIMHCTBOM HCCIEIOBaHUN
He OBIJIO TIOKa3aHO MPEUMYIIECTB UCIIONIB30BaHUs ayTo- win auio-TKM B mepuon
[EPBOM MOJIHOW PEMUCCUH.

Tem He meHee, cymiecTByOT popmbl OMJI ¢ iNV16 u TpaHcnokarueit t(8;21)
OTJIMYAIOIIMECs 3HAYUTENLHO XYM TporHo3oM: Hampumep, OMJI ¢ t(8;21) u
neiikormrosoM Beime 20 x 10°m, OMJI y GonbHbIX B Bo3pacte crapiure 35 Jer,
OMIJI ¢ t(8;21) u ¢ invl6 u myrammsmu KIT wiam mepcucrennmerr MPB, mns
KOTOpbIX auto-TKM siBrisieTcst onTUMallbHBIM BapUaHTOM, OCOOEHHO TSl OOTBHBIX
C HHU3KHM TpaHCIUIAHTAIIMOHHBIM PHUCKOM (HampuMmep, C PHUCKOM IO IIKaie
European Bone Marrow Transplant, EBMT = 0--1]MB-HeratuBHbIM
cepocTaTycoM, 0e3 COMyTCTBYIOIIMX KOMOPOHWJIHOCTEH). DTH peKOMEeHIalun
oTHOCATCS M K OonmbHBIM OMJI ¢ HOpMaNbHBIM KapHUOTHUIIOM M OJIarompUsTHBIM
MOJIEKYIISIPHBIM TIPOQHIIEM, HO ¢ rHIepieiikonurosom > 100x 107/

Takum oOpaszoM, B 1enomM, OonbHBIe ¢ OnmaronpusTHeIM puckom OMJI B
NIepUO, TIEPBOM TIOJHOW PEMHUCCHUH OOBIYHO HE SIBISIFOTCS KaHAUAAaTaMu IS
BeInoHeHus1 TKM, 3a nckimoueHneM paHee OTOBOPSHHBIX CITy4aeB.

9.2.OMJI u3 rpynnsl IpOMEKYTOYHOI'0 pUCKa

JIyist GONBHBIX W3 TPYIITBI TPOMEXKYTOUYHOTO PHUCKA, IIOBTOPSIFOIITUECS KypPChI
BJILI (3--4 uukia; 3 r/m® kaxasie 124 B 1, 31 5t JTHH) IIHPOKO HCIOJB3YIOTCS
MHOTUMU TpynmnamMu. OIHAKO UTOTH OOJNBIMMHCTBA 3TUX UCCIIEIOBAHUMA OCTAIOTCS
HE BIIEYATIISIOIIMMH.

CymecTByeT Bce BO3pacTarolliee HYHCIO J0Ka3aTelbCTB TOMY, YTO alljio-
TKM siBrisieTcsi moka3zaHueM Jjisi OOJIbHBIX W3 TPYIIbl MPOMEKYTOUHOTO PHUCKa,
OOJIBHBIX C HOPMAJIbHBIM KapHUOTUIIOM W HeOJarompusATHBIMUA MOJEKYJISPHBIMU
MapKepamu B TepBoil mosiHoi pemuccuu. [lpenmyiectBo amno-TKM ocobGeHHO
OYEBHUIHO Ui OOJIBHBIX C HU3KHUM HWJIM IPOMEXKYTOUYHBIM TpPaHCIIaHTAIlMOHHBIM
puckoM. B dyacTHOCTHM, XOTS  JIOKa3aTelbCTBA U3  IMPOCHEKTHUBHBIX
PaHIOMU3UPOBAHHBIX KMCCIIEOBAaHUN He Tojy4deHbl, mist 6onbHbIX ¢ FLT3-ITD
ao-TKM crnenyet paccMaTpuBaTh Kak 00s3aTeNIbHBIN 3Tal JICUCHHUS.

9.3.OMUJI u3 rpymnibl HeOIArONPHUIITHOTO PUCKA

Orta kareropust OMJI xapaktepusyercs 3HaUUTEIbHO MEHbBIIUM MPOLIEHTOM
JIOCTUXKEHHUSI TOJTHOM pEeMUCCHUM U, COOTBETCTBEHHO, OOJBIIMM YHUCIOM
pedpakrepusix dopm OMJL. Ilpm 3TOM gake B ciaydae JOCTHXKEHUS TEPBOM
MOJIHOM PEMHUCCHUH, €€ MNPOJOJIKUTEIIBHOCTh HEBEJIWKA, W HHUKAKOW BapUaHT
KoHconuaupyrome XT He u3MeHsieT KpallHe MIIOXHUE JOJITOCPOYHBIE PE3YIbTATHI
JedyeHusi. AOCOJIOTHO KOHCOJNMIMPOBAHHOE MHEHHE MEXIYHapOJIHBIX U
POCCUICKUX 3KCIEPTOB COCTOUT B TOM, YTO KaKk MOXHO Ooiiee panHss amio-TKM
OT COBMECTMMOI'O JOHOpAa, POJCTBEHHOTO WIJIM HEPOACTBEHHOrO, B HACTOsIlEee
BpeMs SIBJIsIeTCS Teparnueil BbiOopa Uisi OOJIbHBIX M3 TPYMIbl HEOIAronmpUsITHOTO
pucka B mnepBoit [IP. HMcxomsl ammwio-TKM oOT MOJHOCTBIO COBMECTHMOIO
HEPOJACTBEHHOI'0 JOHOPA UICHTUYHBI TAKOBBIM OT POJCTBEHHOrO JOHOpa. FIMEeHHO
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amo-TKM  1mo3BOJIsIeT CTAaTUCTUYECKH 3HAYMMO  YJIYYIIUTH JIOJITOCPOYHBIE
pe3ynbrathl (00110 1 Oe3peMINBHYIO BKUBAEMOCTH).

NMeHHO myis 3TOW TPynmbl OOJNBHBIX KpaiiHe Ba)XHO COOJII0IATh
pekomenmanuu 1o HLA-TunupoBaHui0O TalmMeHTa 00  HA4ana  Nepso2o
UHOVKYUOHHO20 KYpcd, a TIOClie JTOCTUKEHUS TISPBOM MOJIHOH PEMUCCHHM -- HA4aylo
MOMCKA MOTEHITHAIBHBIX JIOHOPOB.

10. HTerpupoBaHHbIe PHCKAJANTHPOBAHHbIE NMOKA3aHUS K BbINOJHEHHIO
TPAHCIUVIAHTAIUU AJIJIOTEHHOT0 KOCTHOro mMo3ra y 6oabnbix OMJI B nepBoii
MOJTHOH PEeMHCCHH

Kak panee yxe momguepkuBanoch, B P® GonbmuHcTBY O0mbHBIX OMII He
BBITOJIHSIFOTCS. LUUTOT€HETUYECKUE M MOJIEKYJISIPHBIE HCCIENOBaHUS, KOTOpPBIE
MO3BOJISIIOT CTpaTUUUKMPOBaTh OOJBHBIX MO TpyInaMm pucka. B cBsizu ¢ stum
rpynmna pocCUUCKHUX JKCIMepToB mosnaraer, amio-TKM mnokazana BceM OOJIBHBIX
OMJI B mepBoi moNHON pemuccud B Bo3pacTe Mojoxe 60 ner, xomy He
BBITIOJTHEHBI MOJIEKYJISIPHO-T€HETUYECKUE UCCIIEOBaHUsI, €CTECTBEHHO, C YUYETOM
TPaHCIUTAHTALIMOHHBIX PUCKOB W KoMoOpOuaHocTed. Eciu mutoreHeTuueckue u
MOJIEKYJISIpHBbIE HCCleOBaHUSI ObUTH BBIMIOJHEHBI, TO MOKa3aHUS K BBHIMOJHEHUIO
auo-TKM B mnepBoit monHoit pemuccun OMII paccmarpuBaroTcsi B pamMKax
MeXIyHapOJIHbIX KpuTepueB (Tadu. 11).

Tabmuma  11. Cunretmdeckue mnokazanus k amwio-TKM B mepBoit momHOMH
pemuccuu OMJI B 3aBUCUMOCTH OT MOJEKYJSIPHO-TEHETUYECKUX, KIMHUYECKUX
xapakrepuctuk OMJI u  pucka  TpaHCIJIAHTAIIMOHHOM  JIeTalbHOCTU
(c momuduxanmsmu u3 J. Cornelissen et dllat. Rev. Clin. Oncol. 2012; 9(10): 579--90)
['pynma Omnpenenenne Puck pa3Butus | baapHas OIICHKA MPOTrHO3a
WHTETPUPOBAHHOTO | FPYMIIBI pHCKa peruanBa B | ICTAILHOCTH, HE CBSI3aHHOW ¢
pHcKa 3aBHCUMOCTH  OT | pEIIUINBOM, KOTOpasi MO3BOJISET
BBITIOJTHEHUS CUNTaTh amio-TKM
MPEINOYTHTEIEHBIM — BapUaHTOM
KOHCOJIA AT
XT wnu | ano- Kajga |IIKaja | pUCK
ayTo- TKM, % | EBMT HCT-CI | cmeptn, =He
TKM, CBSI3aHHBIN C
% PEIUIUBOM,
%
bnaronpusTHbI +1(8;21) m 1. <20 x| 35--40 | 15--20 |_4 <1 10--15

10/
«inv16; t(16;16)m10
35 et
«mytamusi  CEBPA
(2-annenpHas)
«myTamusi NPM 6e3
FLT3-ITD
MyTalui

o[[P mocne 1o
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Kypca WHIYKITUH
« OrcyrctBue MPb

[TpomMexxyTouHBII

«1(8;21)m 1. > 20x
10°/n

« HopmasnbHbIi
KapHOTHI (mm
noreps TOJNBKO X,
WM TOJIBKO Y) C L.
<100 x 10/n w
OpU  JOCTHKCHUH
I[P mocne 1o

Kypca

50--55

20--25

< 20--25

Ilnoxoii

« Hemoctmxxenne

IIP mociae 1oo
Kypca y OOJBHBIX
n3 rpynm
0JIaroNpuUsTHOTO U
MIPOMEKYTOYHOTO
pHucKa

« HopmasnbHbIi
KapuoTuIn W I
>100x 10°/n

+ AHOMAaJIbHBIN
KapHUOTHII,
HEOTMEUYCHHEIM B
rpyIie
MIPOMEKYTOYHOTO
A OYEHb IIJIOXOr0
MpPOrHO3a

70--80

30--40

B4

<3--4

<30

OueHb II0X0H

MoHnocoMHBII
KapUOTHII
Anomanuu 3926
['unepakcnpeccus
Evi-1

>90

40--50

<40

[IpencraBnennas B tada. 11 nndopmanms, MOXeT CIyKUTh MOACKA3KOH B
npuHATUU pelieHust o BbinoidHeHMM TKM y 6onpHoro OMJI B mepBoii mosiHON
pemuccuu. Hampumep, ecnu y 60JI5HOTO, OTHECEHHOTO K OJArOMPUSITHOW TpYyIIe
pucka, BeposTHOCTh peruanBa Ha X T coctaBiser 35--40%,a npu BBIMOJHEHUH
ao-TKM cymmupoBaHHbIl puck peruauBa 15--20% u puck neTanbHOCTH OT
TKM 10--15%cocraBnser Te xe 35%, To B onuchiBaeMON CUTyalldd B IEepPBOMU
nonHoi pemuccun amno-TKM He pexomengyercs. Ecnu ke puck pa3BUTHA
peuuanBa mnpeBbiliaeT Ha X1 MHTErpupoBaHHbIE pUCKH mocie amwio-TKM, To

pellieHue npuHuMaeTcs B mosib3y TKM.

WNHTerprupoBaHHbII pUCKH, CBS3aHHbBIE C TPAHCIUIAHTAI[MOHHOH JIETANbHOCTHIO
npuBeeHbI B TabJ. 12.




Tabnmuna 12. ®akTopbl pHCKa,

JCTAJIbHOCTBIO
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ACCOMHUPOBAHHBIC C TpaHCHHaHTaLIHOHHOﬁ

[IpenrpancmiaHTalMOHHBIH
II0Ka3areib

[leputpancrianTaluOHHBIH
[I0Ka3aTesb

[TocTTpancmiaHTaIMOHHBIHA
IIOKa3areib

braronpusTHBIN pakTop:
POICTBEHHBIN
COBMECTUMBIN JOHOP

muargoctukoit OJI w TKM

IIpUHAJIEKHOCTD K Oelol pace

HLA-

0ojiee KOPOTKUH CPOK MEXKITY

HemuenoabnatuBaoe
KOHTUITHOHUPOBAHUE
VICTOYHHMK CTBOJIOBBEIX KIIETOK
(xocTHBIN MO3T WK

nepudepuyeckas KpoBb)
T-nennenus TpancuianTara

Pannssa
PEKOHCTUTYITUS

UMMYHHast

HeGmaronpustaeiii hakrop:

II0JI IOHOPA U peLUIIueHTa
KOMOPOHUIHOCTH
[IMB-cepocraryc
MOJUMOPHHU3M

LUTOKUHOB
HEPOJICTBEHHBIH JIOHOD
HLA-HecoBMecTUMOCTD
(U3HUKaATBHBIN CTATyC
pedpakTepHas JeHKeMus
OMJI, accouuupoBaHHBII
npenmectByromend XT

CTapI_HI/Iﬁ BO3pacCT pCIUIIUCHTA

T'CHOB

C

MuenoabaaTuBHBINA
KOHTUITHOHAPOBAHHUS
AJbTepHATUBHBIN
TpaHCILIaHTaTa
KPOBB)

pexXUM

HUCTOYHHK
(mymoBuHHas

Tsoxenast ocrpas PTIIX (IlI--
V)
[Tepcuctupyromas
XpOHUYECKAsT
HKCTEHCUBHOU (hOPMBI

PTIIX,

3aBepiuas pa3jiesbl, CBSI3aHHbIEe C MOKa3aHUSMHU K BbIMOJHEeHUIO anno-TKM,

OYEeHb XOTEJIOCh OBl

OTMETUTh HCKJIOUUTENFHO HU3KYI0 3()PEeKTUBHOCTD

BBITIOJTHEHUSI STOW BBICOKOTEXHOJIOTUYHON TIPOIIEyphl OOJBHBIM pepaKTepHBIMU
Jeiiko3aMu, 0COOCHHO B pa3BepHYTOH (aze 3a00JeBaHUS: ATH MAIIUEHTHI JOJKHBI
BKJIIOYAThCSI B KIMHUYECKHWE  HCCIEAOBAHUS [0  UCHOBITAHUIO  HOBBIX
JIEKapCTBEHHBIX IpenapaTosB.

11. YunduuupoBaHHBIH AJrOPpUTM NPHHATHSA pemieHHd y G6oabHbIXx OMUI,
moJioxke 60 Jer

Juarnoz OMJI => tunupoBaHue GOJIBLHOTO U €ro POJAHBIX OpaTheB U cecTep,
tiauano moricka HEPOICTBEHHOTO IOHOPA)

UnaykunoHHas Tepamus: kype 7+3 (ayHo 60 mr/m?)

I'P nmocne 1-ro kypca
Her
WnaykunoHHas Tepanusi:
Bropoii 7+3 (i eciim % 61acTHBIX

a
KoHconnmupyromas Teparusi.
noBTOpeHue /+3,3aTemM
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BJILI (2-3 kypca) KIIETOK TOT ke = HAM)

TP mocne 2-ro Kypca
Jla “— T Her
B/JLI (2-3xypca) * MIPOTOKOJIBI
pedpakrepubix OMJI
KITMHUYECKHUE
WCCJICTOBAHMSI

MoJieKyasIpHO-TeHETUUECKOE MCCIIEJOBAHUE JI0 Havyalia JeYSHHUS BBIIIOJIHEHO

Jla — T Her
ITokazanue x amno-TKM: ITokazanue x amno-TKM y Beex,
1.rpynmna npoMeKyTOYHOTO pHCKa KOMY OHa MOXeET OBbITh
2.rpyIina BICOKOIO pUCKa BBITIOJIHEHA

(B aTOi1 rpymie moka3ana panHsas TKM
-nocne goctwkenus I1P)

TKM He MOXeT OBbITh BHIIOJTHEHA
ITonnep>xuBaroiiasi Teparnusi BbIMOJHIETCS B TeUeHUE KaK MUHUMYM OJIHOTO roja
or Havama JedeHus (4 Kypca HHAYKUUS/KOHCONMMAAMK H 6 KypcoB
MOIIEP)KUBAIOIIEN Tepalun) WK B TeueHue 2 JeT OoT Hadajia Tepamuu (4 Kypca
UHAYKIHs/KoOHComuaauu U 9--12KypcoB MoaIepiKUBatoIeil Teparum).

12. IlepBuunas pedpaKkTepHOCTH

[TepBuuno-pedpakrepapiM OMJI cumTaroT B Tex ciydasx, KOrja MOJHas
peMuccHsi He TMoJiydeHa IOcjie JBYX HHIYKIIMOHHBIX KypcoB. OgHAaKo MHOTHE
UCCJIeIOBAHMs MPOJEMOHCTPUPOBAIN, YTO OTCYTCTBHE 3(¢eKTa mocie MepBOro
WHJyKIIMOHHOTO Kypca, SIBJISIETCS IIaBHBIM HEeOJaronmpusiTHBIM MPOTHOCTUYECKUM
daktopom, u ctanaaptHas X1 He gaeT MIaHCOB BRI3IOPOBETH. [ToaTOMY ISl TAaKHX
6onbHbIX amuio-TKM B mepBoil MONHOW peMHCCHH, XOTS U TMOJyYeHHOW Mocie
BTOPOTO WJIM TPEThEro MHIAYKLUHMOHHOTO Kypca, SIBJIIETCS €MHCTBEHHBIM IIAHCOM
Ha  JOJITOCPOYHYIO  BBDKMBAa€MOCTb.  PeTpoCleKTHBHBIE  HCClEeIOBaHUs
MOKA3bIBAIOT, YTO M B ATHUX CJIydyasX BBICOKAa YacTOTa Pa3BUTHS PELUANBOB U
3HAYMMBIN MPOLIEHT JIETANbHOCTH, CBSI3aHHbIN ¢ aino-TKM, uTo onpenenseT JULLIb
20--30%BeposTHOCTD JUTUTEIBLHON BBHIKHBAEMOCTH.

bonbHBIE, Yy KOTOPBIX HE AOCTUTHYTa PEMHUCCHUS IOCIE HECKOJbKUX JIMHUN
VHIYKLIAOHHON Tepanuu, He SABISAOTCA Kanauparamu st TKM, U JgomxHbI
BKJIIOYATHCSI B KJIMHUYECKHE UCCIIENOBAHUS MO M3YUYEHUIO HOBBIX JIEKAPCTBEHHBIX
IIpEeIapaToBs.

Yrobs! ymyumuTh pe3yibTatel TKM y 60mpHBIX ¢ pedpaktepasivu OMJI,
UCCIIEYIOT  HOBBIE  PEXHUMbl  KOHIWLMOHWpOBaHUS. OIHUM  BHOJHE
ONTHUMUCTHYHBIM TOAXOJOM, OLIEHEHHBIM B MHOTIOLEHTPOBOM HCCIIEIOBAHUH,
SIBIIIETCS TOCTeioBaTeNbHas cTpaTerusi npuMeHenust untencuBHot XT u yepes 3
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JHA -- peXUMa KOHIWULUMOHHUPOBAHMS TMOHW)XEHHOM HWHTEHCHUBHOCTH C
nocneayromeii amno-TKM (tak HaswiBaeMbiii, mpotokon FLAMSA-RIC) u B
JnanbHeHIeM -- MPOPUIAKTUYECKOe MHCIOIb30BaHUe TpaHCPY3ui JTOHOPCKUX
JTUMGOIUTOB u/vu Tepanus TUIOMETUIUPYIOIIUMU npenapaTaMmu
(asauuTUAMHOM, AeUUTAaOWHOM). YCIIOBHEM yclexa B 3THUX CUTYallUsX SBJISETCS
OBICTPBIN MOAOOP COBMECTUMOTO JOHOPA.

Tepamnus muTapaOUHOM B BBICOKHX J103aX (€CNIH €ro He MPUMEHSITH B IIEPBOMA
JMHUM WHIYKIMU) B COYETAHWM C aHTPAIMKIMHAMH MOXET paccMaTpUBaThCs B
KayecTBe WHAyKUWH pemuccuu nepen amwio-TKM. Beicokomo3nas XT moxet
WCIIOJIB30BaThCSA y OOJBHBIX 0e3 BBICOKOTO pHCKa OXHIaeMOW W30BITOYHON
TOKCUYHOCTH, JaXe€ €CIId HET BO3MOXXHOCTH BBINOJHUTH amio-TKM. B psne
ciayuyaeB Kak BTopas juHus Tepanuu OMJl npu mnepBUYHON pPe3UCTEHTHOCTU
MOKeT OBITh HCIOJIb30BaHA HEWHTEHCHBHAs Tepanusi LUTapabWHOM B MallbIX
no3ax: 1) y Tex OOJNBHBIX, Yy KOTOPBIX B CBSI3U C KOMOPOHUJIHOCTHIO HEBO3MOXKHO
UCIIO0JIb30BaTh BBICOKOIO3HBIN MOIXO/; 2)y OOJBHBIX OCTPBIM IPUTPOOIACTHBIM U
MerakapuoOJacTHBIM JIeKo3aMH MpU HEJOCTHUKEHWUU TIOJHOW pPEeMHCCHUU Ha
crangaptHbIX Kypcax {C3}. Bo3moxkHbie nporpammel X T niepedrciieHbl B pa3jeie
«JleyeHune peuIuBOB.

13. JIeuenune 60abubix OMJI cTapiueii Bo3pacTHO# rpynnsl

OMJI -- 3aboneBaHue MPEUMYIIECTBEHHO MOXWILIX Jonei. B 2012r. B
Poccun 59% Gompabix OMIJI Obutm cTapmie 55 mer, a MWK 3a00JIeBaeMOCTH
npuiesncs Ha Bo3pact oT /5 mo 79 1et. [Iporaoz OMJI mporpeccuBHO yXyaIaeTcs
¢ Bo3pactoM. [Tocne 55--60neT meHsieTcs: 6MoIoTus 3a00/IeBaHNs: YBEINUNBACTCS
4acToTa CJy4daeB C HEONarompusTHBIM KapUOTHIIOM, C OKCIIpecCHell TEeHOB
MHOXECTBEHHOM  JIGKAPCTBEHHOM  PE3UCTEHTHOCTH M  MPEALIeCTBYIOLIUMU
HapylleHUs MU Temorod3a, npexae Bcero MJIC. [lonrocpouHasi BbIKMBaeMOCTb
1151 60nbHBIX cTapie 60 et He mpeBbIaeT 5--7%.

Brimenstor Tpu OCHOBHBIX «rexHosoruu» jedenuss OMJl y moxuibIx
6onbHbiX. IlepBbiii moaxox — 3To uHTeHcuBHas XT, mogoOHas TakoBOH Yy
MOJIOABIX, TMpeAcTaBisitomas coboil B OOJBIIMHCTBE CIy4daeB CoOuYeTaHUE
nuTapabrHa ¢ aHTpalUMKIMHAMUA W HampaBiieHHYylo Ha gocTikenue [IP. Amo-
TI'CK sBasieTcs onTUMadbHOM MOCTPEMHCCHOHHOM OMNIUe B pamKax 3TOU
KOHIIETIIINA. BTOpO¥ MOIXO0I — 3TO HU3KOWHTEHCHBHASI Tepamwusi, B YaCTHOCTH
MpUMEHEHWEe HHU3KOJ0O3HOTO IMTapadWHa W TUIOMETUJIUPYIOIUX areHTOB
(azammTuauH, nenutabuH). Lleb B TaHHOM cliiydae 3aKII0YaeTcsl B CACPKUBAHUU
OTIYXO0JIeBOTO TIpoliecca 0e3 mombiTku u3iedenus. Jloctuxenue [P B aToit Mmomenu
HEe sBIseTCS  O0si3aTeNbHBIM. IpeTuidt  BbIOOp —  CHUMIITOMATHYecKas
(compoBoauTeNbHAs) Tepamnus, HalpaBlieHHas Ha YMEHbBIIEHUE KIMHUYECKON
CUMIITOMATUKH U yJIyUllIeHHe KauecTBa )KU3HHU.

13.1.BapuaHThl HHTEHCUBHON XMMHUOTEPANUHU MOKUIBIX 00JIbHBIX OMJI

B  kauecTBe KaHAMOATOB IS  WHTCHCUBHOTO  JICYCHHS]  MOTYT
paccMarpuBatbcs  O6onpHble B Bo3pacTe 60--75 ner. ComyTcTBYIOIIUMHU
3a00JIeBaHUSIMH, TIPETISATCTBYIOIIMMH TIPOBEIACHUIO MHTEHCUBHOW XT, sBIstOTCS
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cepAevHasl HeJoCTaTOYHOCTh ¢ Ppakiueit BeiOpoca < 50%:;3a00eBaHUs JETKUX C
muddy3nonHoii crnocodHocThi0 Mo CO < 65%, c OnBIIIKONW B IMOKOE WM C
HEOOXOJUMOCTBIO B OKCHUTCHOTEpanud; 3a00JieBaHUs TOYeK, TpeOyrolme
MpoBe/ieHre remMouann3a; nuuppo3 nedenu kinacca B wimu C no Yaiingy--I1sto u
OCTPBIi BHPYCHBIH TenaTuT. AKTHUBHbIE HEKOHTPOJHpyeMble HWHGEKIHH W
3JI0KaYeCTBEHHBIE OITyXOJIM, TUIOXOH coMmaTthdeckuit craryc mno mkaie ECOG> 3
0aJIOB, KOPPETUPYIOT C Ype3MEPHON MHIYKIIMOHHOM JIeTallbHOCThIO. KpoMe Toro,
MICUXUYEeCKue 3a0oJieBaHUs, TpeOYIOIHe TOCIUTAIM3AIMA W KOTHUTUBHBIC
HapyIIeHUs, 3aTPYIHSIONINEe KOHTAKT MEXIy IMalMeHTOM | MEeIUIMHCKAM
MIEPCOHAJIOM, TaKKe pacCMaTPUBAIOTCS B KaueCTBE MPOTUBOIIOKA3aHU.

Hnoykyuonnas mepanus

Takum oOpazom, mist GombHBIX 60--75 ;meT ¢ XOpomwM COMaTHYECKUM
cTatycoM W 0e3 CYIIeCTBEHHBIX KOMOPOWUIHOCTEH, ONTUMAaIbHBIM BapUaHTOM
SIBIISIETCS TIPOBEJICHUE CTaHAaPTHONW MHIYKIIUH, KOTOpasi TIO3BOJISIET PACCUNTHIBATH
Ha noctuwxkeHue [IP B Gonee, yem 45--60% ciyyaeB mpu pHiCKe TOKCHUYECKOU
cMeptu B npenenax 10--15%.Kak u B ciiydae MOJIOABIX MAIIUEHTOB, ONTUMAaIbHas
WHAYKIIMOHHAS Tepamus MpecTaBisieT co00l CTaHIapTHYI0 KOMOWHAIIHIO 110 THITY
«3+7». BbIOOp KOHKPETHOro aHTpalukiuHa (qayHOPYOWIIMH, WAapyOUIIMH W
MHUTOKCAHTPOH) CYIIIECTBEHHO He BIIUSET HA KOHEYHBIE Pe3yJIbTaThI.

OntumanpHas 7032 aHTPAIMKIUHOB 00cyxkaetcs. CTaHJapTHOM cunTaeTcs
n03a naynopyb6urmna 45 mr/m°. B nccnegoBanmsix I'epmarckoit rpymmst o OMJI
(AMLCG) Ha mporspkernu 15 5ieT nemoss30Baics qayHoOpyOuImH B 1o3e 60 mr/v®
C BIIOJIHE TTpuemMiieMoi TokcuaHOCcThI0. B mpoTtokore HOVON-SAKK BeimonHeHO
paHIOMH3UPOBAaHHOE CPaBHEHHE JBYX 103 JayHOPYOWIIMHA B MHAYKIIUU «3+7» —
90 mr/m® mpotu 45 mr/m°. B mpomexyTtouHoi rpymme GomsHEIX 60--65 mer
yBenuuenne 4actotel I1P (73% nporu 51%) npuBeno y yinydineHuio 2-IeTHEM
BCB (29% npotu 14%;p = 0,002)u OB (38% npotur 23%; p < 0,001)./Ins
MalKreHToB cTapie 65 et ynydineHus He npousonnio. B uccnenoBanuu ALFA-
9801 He BBISBICHO pa3HUIBI MEXIY TpeMs T030BBIMH pPEXHUMaMH TpPUMEHEHUS
OT/CJIbHBIX aHTPAIMKIWHOB, BKJIOYas gayHopyounuH 80 mr/m? B 1—34i JIEHD,
unapyourus 12 mr/m? B 1—34i NeHb 1 unapyouiun 12 mr/m? B 1—4+i JIEHb.

DddeKTUBHOCTh MHIYKLIMOHHON Tepanuy 3aBUCUT OT IIUTOT€HETUYECKON
rpynmnel pucka. JIJis MOXWIBIX TAIMEHTOB C HEOIarompusTHBIM KapHUOTHUIIOM
BeposiTHOCTh focTmwkenus [IP Ha «kmaccuyeckoi» XT nHe mpesbimaer 30%. B
MOJIOOHOW CHUTyalluu Jake ISl COMATHYECKH COXPaHHBIX OOJBHBIX CleAayeT
paccMaTpuBaTh BapHaHThl HU3KOMHTEHCUBHOTO JiedeHHsl. TakuMm o0pa3owm,
WCCJIeIOBaHNE KapUOTHUIIA SIBIIsieTCsl 00s3aTenbHbIM. OTCpoUKa B Havaje Teparuu
HE SIBJISICTCSI CTOJb KPUTHYHOH JUIsl TOXWIBIX OombHBIX OMJI u mo3Boiser
BBITIOJTHUTh BCE JMATHOCTUYECKHWE MEpONPHUATHS U HWHIUBUIAYaTHU3UPOBAThH
JieueHue.

Ilocmpemuccuonnas mepanus

JlanHble, KOTOpbIE MOTJM ObI TOMOYb B BBIOOpE ONTUMAJILHOMN
MOCTPEMHUCCHOHHON Teparuy, HOCAT OTrpaHWYeHHBIM XapakTep. B aHrmuiickoMm
uccnenoBann MRC AML-11, kak 4yeTsipe, Tak U OJIMH ITUKJI TOCTPEMUCCUOHHON
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Teparuu CpeHeld WHTEHCUBHOCTH TMPOJEMOHCTPUPOBAIIA CXOJHBIE TMOKa3aTeNH
BBDKMBAEMOCTH. B CpaBHUTENBHOM WCCIIEOBAaHUM aMEPUKAHCKOW T'PYIoOn
CALGB He BbIsBIeHO pa3nmuuuii B 3OPEKTUBHOCTU ABYX IIUKJIOB OTHOCHUTEIBHO
uHTeHcuBHOU (ruTapabun 500 mr/m? per kaxaple 12 u B 1—34i 1Hu;
MHUTOKCaHTpOH 5 Mr/m° kaxmsle 12 u B 1—341 IHH) M 4YeTHIpeX MeHee
MHTCHCUBHBIX [MKIOB (1urapabur 100 Mr/m® B BHE MOCTOSHHON B/B HHQY3HH B
1—5+i quwm).

B xonme BemomHeHus mnporokona Hemenkod rpynmsl AMLCG 92 6sio
YCTAaHOBJICHO, YTO IJIUTEIHHOCTh PEMHUCCUU Yy OOJBHBIX CTapiiell BO3pacTHOU
rpynmel ObUTa TMPONOJDKHUTENIbHEEe B cliydyae NPUMEHEHUS MHUeOCYTIPECCUBHON
noaeprkuBatomneii tepanun (murapadbun 100 mr/m? kaxasie 129 B 1--1041 quu +
AHTPALWKIMH WIA THOTYaHHH,; KaX/ble 4 Hellelr) B CpaBHEHUH C OJHHM KypCOM
S-HAM (uurtapabun 500 mr/mM®>  kaxasie 12 u B 1, 2, 8u 9-i aan). Bo
dpaniyzckoM uccienoBanuu ALFA 9803 nokazano mpenMylIecTBO B OTHOIICHUU
BPB 1 OB mectn nukioB KoHCONMUAANUU «1+5»M0 cpaBHEHHUIO C OJTHUM IIUKJIOM
«4+7».HecMOTpst Ha OOJIBIIYIO MPOJOKUTENILHOCTD JICUSHUS], HA MEePBOM BETBU
TpeOOBaJIOCh MEHBIIIE THeW rOCIIUTAIN3AIMN U TOTPEOHOCTH B TeMOTpaHCHY3HIX.

B uccnenosanuu Hemenkoit rpynnel AMLSG HD98B, nao6opoT, kopoTkas
BBICOKOJI03Hasi KoHconuaaius (naapyounua 12 mr/M® B 1 u 3-i JTHU, DTOIIO3U]I
100 mr/m® B 1--541 1HH) MPOIEMOHCTPUPOBAIA JTyUIHe Pe3yIbTaThl B CPaBHEHHH
C ToJiIepKuBarolei Tepanueii B redenure 12 mec (umapyourud 5 mr per oss 1, 4,
7, 10u 1341 guum; srono3un 100mr per oS B 1 u 1341 auu; xaxasle 4 HeOenH).
Bo3moxHO, MMeeT 3HaueHne JIUTeTLHOCTh CaMOU MOIepKUBAIOIIeH Teparvu: He
1ron, a 3rona -- Kak B UCCIIEIOBAHUH JIPYTON HEMEITKOH TPYTITIHI.

Anno-TKM ¢ pesicumom noHUMCEHHOU UHMEHCUBHOCTU

Anno-TKM y moXunbIx OOJBHBIX SBISETCS aKTUBHBIM IIOJIeM ISt
uccnenoBannii. HemuenoabiaTruBHbBIE PEXXUMBI TIO3BOJIUIN CHU3UTh PUCK CMEPTH,
CBSI3aHHBIM ¢ TpaHcIutaHTanye. KoaudecTBO BBIMOJHEHHBIX —oOmepanuid y
MOKUJIBIX OOJIBHBIX TMOCTENEHHO PacTeT BO BCceM MHpe. B uvacTHoOcTH, SMOHCKHE
HcclieIoBaTeNid MpeJCTaBUIM JaHHble 10 6,5 ThiC. B3pociabiM OoibHBIM OMII,
KOTOPBIM BbIoJHUIN ano-TKM. Co BpemeHneMm, mponopiidst 60JbHBIX cTapiie 60
aet BoIpocia ¢ 1% B 1990x romax mo 11% s 2000x. /lons TpaHCIIaHTalMM CO
CHIW)KEHHON HMHTEHCHUBHOCTHIO BhIpocia ¢ 50 mo 75%. Hecmotpst Ha Bce puckw,
yepe3 3 roma ObiM XKuBBI 60% MOXUIBIX OO0JIBHBIX, KOTOPEIM aiio-TKM Obura
BbInoJyiHeHa B [IP. MccnenoBarenu u3 ["apBapackoii rpymmsl OpOIeMOHCTPHUPOBAIH
st 6obHBIX 70 met m crapme OB 3a 12 mec Ha ypoBHe 55% M TOKCHYECKYIO
JeTaJbHOCTE -- 5,5%.

13.2.HuskounteHcuBHAas Tepanus A MOKUIBIX 00iabHBIX OMJI

Bo3MoxHOCTh  TIpoBeJieHUs]  HMU3KOMHTEHCHBHOW  Tepamuu  CleIyeT
paccMmaTpuBaTh B KauecTBe BbIOOpa Il O00JbHBIX crapiie /5 nmet. Kannunmaramu
JUIS Hee TakXe SBISIOTCS OoNbHBIE B Bo3pacte or 60 mo 75 jeT ¢ miuoxum
COMATUYECKUM CTAaTyCcOM, HaJlMuheM KOMOpOWAHOCTeH WM AuchyHKIHeH
OpTaHoB.

Huskue 0ozvl yumapabuna
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B cpaBHHMTENbHOM Wuccien0oBaHMM HalMOHAIBLHOTO HCCIIeI0BaTEIBLCKOTO
OHKOJIOTMYeCKOTO  MHCTUTyTa  BenukoOputanun  AML-14  HU3KOIO3HBIN
utapabud (20 mMr 2 pasa B JeHb MOAKOXHO B Teuenue 10 gHei)
MPOJIEMOHCTPUPOBAT TMPEUMYIIECTBO IO CPaBHEHUIO C THIPOKCUMOYEBHHOM.
Yacrota 1P coctaBuia 18%nporus 1% [ = 0,0006) Meauana OB ajist 60J1bHBIX,
nocturiux [P coctaBuna 575 nHeit npotuB 66 BHe pemuccun. CMEpTHOCTD 3a
nepBeie 30 mHell Ha 000OWX pykaBax Oblla WACHTHYHOU -- 26%. HuszkomosHbId
nmuTapabrH HEe WMeeT NPEeNMYIecTBa IO CPAaBHEHHWIO C CUMIITOMATHYECKUM
JedeHreM y  OONBHBIX  HEOJArompusTHOW  ITUTOTEHETUYECKOH  TPYIIIIHI.
D} PexTUBHOCTh HHU3KOAO3HOTO IUTapabuHa, MO KpailtHeil Mepe, y OOJNBHBIX B
Bo3pacte /0 jeT u crapiie, MOXHO MOBBICHTH C MTOMOIIBIO MPOJIOHTHPOBAHHOTO
WCIIOJIB30BaHusA. B OoNbIIMHCTBE MyOJMKalWiA TpermapaT Ha3HA4Yalics B BHJE
nukiIoB mo /--14 nueii. B uccnenosanue I'HLI, naunuupoannom B 2002T., ¢
MIOMOIIbI0 HHU3KOA03HOTrO IuTapadbuna (10 Mr/m? 2 paza B CYTKH IIOJKOXXHO B
tedyenue 21--28 nueit) Obuto mposiedeno 20 GoabHBIX OMJI craprie 60 ner.
Meavana mpoIoJDKUTENILHOCTH [IUKJIOB Tepanuu coctaBuia 22 aus (pazopoc 13—
28 nueit) Ha nuki. B menom pemuccus 6buta nmonydena y 9 (75%)u3 12 60ibHBIX
70 net u crapiie, a MeMaHa IPOJOJDKUTEIFHOCTH pEMUCCHN cocTaBriIa 14 mec.

T'unomemunupyrowue azenmol

CraHmapTHOM W caMOl YacTO HCMOJIb3yEeMOM B HacToslIlee BpeMms
HU3KOMHTEHCUBHON ONIMEN s JedeHHs MOXWIBIX OonbHEIX OMIJI u MJIC
Boicokoro pucka B CIIIA u crtpanax EBpocoro3a crand TUMOMETWIMPYIOLIUe
areHThl (Q3alUTHUINH, TeLUTA0NH).

JlokazarenbcTBa J(PGEKTUBHOCTH  a3alMTHAWHA OBLIM  TOJTy4YeHBI B
pe3ynbpTaTe MpOBeleHUs ABYX KOHTpoJupyembix uccienoBanuii |1l ¢hazsr CALGB
9221u AZA-001. B peructpanunonnoe ucciegoanue AZA-00L Gbuti BKITIFOUEHBI
358 60nbHBIx M/IC BhICOKOTO pHCKa, BKItoUas 113 — 61acT030M KOCTHOTO MO3Tra
or 20 no 30% OMJI no knaccudukanuun BO3 3-1 u 4-1 penakuuu). M3 113
6ombHBIX OMJI 55 6b1IH paHIOMH3HPOBAHEI HA TEPAITHIO a3aluTHIAHOM (75 Mr/m®
MOJIKOXHO B 1—741 nuu; Kaxzasle 28 nHeil) u 58 —Ha oIMH U3 Tpex METOOB
TPaaUIMOHHOIO JIEYeHHs 1O BBIOOPY Bpaya (CONMpOBOAMUTENbHAs Tepamus — 25,
HU3KO03HBIN uTapabun — 18, cxema «3+7» — 10)KimroueBbIM BBIBOJOM CTajio
3Haunmoe ynydmenne OB OonpHBIX B Tpymme a3anuTuauHa. MeauaHa 24,5 mec
npotuB 16 mec (p = 0,004); 2aetnss OB 50,2% npotus 15,9% p = 0,0007).
HokazatenpHass 6aza AZA-001 mo3Bonmmia B OOHOBJIEHHBIX PEKOMEHIAIUSIX
NCCN paccmaTpuBaTh a3allUTHANH B Ka4ecTBE MPHUOPUTETHOTO METOMAA JICUCHHUS
(xkateropus mokasareiabHocTd 1) MJIC Bhicokoro prcka u OMJI ¢ Giactozom 20--
30%. B psnme HemaBHUX MyONWKaIUsAX TOKa3aHa cXojHas S()QPEeKTUBHOCTH B
JeueHnn noXmiIbIx 60abHEIX OMIJI ¢ 6i1acto3om u 6onee 30%.

B uccnenosanue Il dhazer DACO-0168 nepuon ¢ 01.2006r. mo 04. 2009r.
ObUTH BKITTOUeHbI 485 001bHBIX MepBUYHBIM WK BropuuyHbiIM OMJI B Bo3pacte 65
JeT W CTaplile TOoJydaTh ACIUTAOMH WM TPAAWIIMOHHYIO TEpaluio 1O BBIOOPY
Bpaua: 242 -- nerutabun (20 mr/M? B/B B 1—541 1HM kaxasle 4 Henenn); 215 —
iutapabuna (20 Mr/m> noakoxHo B 1--1041 gum kaxaple 4 Hemenu) U 28 —
JYYIYIO COTPOBOIMTENIbHYIO Teparuio. Bkitodanuch MamueHThl ¢ 0J1acTo30M >
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20%, B ToMm umciie 206 ¢ 6mactozom > 50%.Yacrora [TP/TTPH cocraBuia 17,8%8
rpymnmne aenutabuHa B cpaBHeHuu ¢ 7,8%mua TpaguiuonHoi tepanuu (p = 0,001).
B mnepBoit koHTponbHOM Touke wuccienaoanus (10.2009) He ObUIO MOIYYEHO
pasnuunii B mokasatensx BeDKuBaemocth (P = 0,11), ognako, HeOObIIOE
NPENMYIIECTBO OBLIO TOKYMEHTHpOBaHO Bo BTopoii Touke (10.2010)mennana OB
7,7wmec ipotuB 5 mec (p = 0,034).

Takum o6pazom, npodaemoit XT OMIJI y MOXKUIBIX SIBISIETCS €€ HU3Kast
nosrocpodHasi 3¢pHeKTUBHOCTh. OlleHKa «IIPUTOTHOCTUY TIOKUIBIX OOJBHBIX IS
OTJENFHBIX BHJIOB TEpaluH JODKHA CTPOWTHCS HAa OCHOBAHWM ydYeTa BO3pacTta
OOJIEHBIX, 00BEKTUBHOTO OMPEIeNICHUS TSHKECTH COCTOSIHUS, ITMTOTEHETUIECKOTO 1
MOJIEKYJISPHO-TeHeTUYECKOTO BApUAHTOB 3a00JIeBaHUS U aHAJTN3a COMYTCTBYIOMIEH
MATOJIOTHH.

Hpuban3uTe/bHbIA AJrOPUTM NPHHATHS peimieHUuil y O0oabHbIXx OMJI B

Bo3pacre crapie 60 jger {C3}
Juarao3z OMIJI y mo>xuioro manuenTa =2 ecjiu HeT KJIMHUYECKOTO UCCIIeI0BaHusl, TO:

Bo3spacr
60--65 65--70 70--80 ctapie 80
(xopormit > a(TTOX O
COMaTHYECKUI COMATHYECKHH CTaTyC --
craryc — ECOG 0--1) ECOG2

HAYKIIMOHHAY TCpPhani.

v v v \ 4 v
7+3 7+3 M/ILI-28 nnu M/ILI-28 unn M/IILI-21 uam
(nayro 60Mr/m?) (45 mr/v?) AzaruTuauH*,  A3aUMTHAMH — [aJUTHATHBHAS Teparus

ecmm 6mactHbIX KIeTok <30%) *)

orieHka 3(pdexra Ha S-azanUTHANHE -- TTocTe 4-T0 Kypca, €ClTH HeT MPOrPEeCCHH.
TIP mocie 110 Kypca

Ha «— T Her
Koncomuaupyromnas tepanus: WHayKnuoHHas Tepanus:
IIOBTOPEHUE UHIYKIIHOHHOTO MJIIL (aet ITP mocie 7+3)

Kypca (Ne2), nuist a3anuTuuHa -- 4 Kypea
(Bompoc 06 amto-TKM
B Bo3pacte 60--65:1eT)
[1P nmocne 2-ro Kypca

Ha «— T Her

[Tpomomkerne ML / \
KIMHUYeCKUE  MCClIe OBaHUs

NaJutMaTuBHAA TCpaInsia

IloanepxuBaromas Tepanus
B TeueHue 2 win 3 JieT (IpelnoYTUTENHHO) OT MOMEHTA JJOCTHIKECHUS TTOJTHOM peMUCCHU
5+6-MI1 (2 1us) mocie uHAYKIUU/KOHCOMMaanuu 7+3
MJIII-28 (umTenbHOCTh KypcOB MOXKET OBITh yMeHbIeHa 10 14—21f0 aHs mpu
Pa3BUTHU ITyOOKUX IIUTOTICHHA)
AzarutuanH (BO3MOYKHO UCIIONIB30BAHUE S-THEBHBIX KYPCOB).
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14. OcTpble MueIOHAHBIE JIeiKO3bI, CBSI3aHHBIE ¢ Tepanuei

Tepmun «BTOopruHble OMJI» umnu ero cuHoHuM «OMIJI, cBsi3aHHBIE C
Tepanuen» UCIoJIb3YIOTCSl IPUMEHUTEBHO K cllydasiM 3a00sieBaHusl, sl KOTOPBIX
npeqmectBytomass XT wu/umu JydeBas Tepamuss MOXET paccMaTpUBATbCS B
KauecTBe 3THOJIOrMueckoro Qakropa. [laHHYIO KaTeropuio BaXHO OTIWYaTh OT
OMUJI, kotopbie SIBISIOTCS BTOPBIMHU OITyXOJSIMU TIOCNie TIEpPeHECEeHHBIX paHee
JIpYyTUX OHKOJIOTWYecKuX 3aboseBaHuil. JlokaszpiBaeTcsi 3Ta TO3MUIMS CIydasMH
pazButuss OMJl y OONBHBIX, JIedeHHE KOTOPBIM IO TOBOAY TIEPBOM OIMYXOJH
MPOBOAMIIN TOJBKO C MOMOIIBI0 XUpPyprudeckoi pesexkiuu. [Ipeamomnaraercs, uyto
BTOphie “de Novo” OMIJI umeroT oO0IMe MeXaHW3Mbl OHKOTEHEe3a, CBsSI3aHHBIE C
BO3HMKHOBEHWEM TIEPBUYHO MHOXKECTBEHHBIX OIYXOJIel, KOTOPhIe OTIUYAIOTCS OT
TaKOBBIX, BBI3BAHHBIX NPUMEHEHUEM ITUTOCTATHYECKUX areHToB. [Ipumepom
sBisercst Beicokast yactora OMJI u apyrux omyxoiield pu psifie HacleICTBEHHbIX
reHeTH4ecKux 3a00JeBaHuii, Takux Kak aHemusi @aHKoHU U cuHApoM JlayHa.

[To HEKOTOPBIM NAaHHBIM HYacToTa «BTOpHYHOT0» OMJI MOXeT mocTHraTth
15% ot Bcex cmyudaeB. C mosiBIe€HHMEM HOBBIX BHJIOB JIEUEHHUS, HalpuMmep,
MOHOKJIOHAJIbHBIX ~aHTHUTEN, TapreTHbIX IpernaparoB, HMMYHOCYIPECCUBHBIX
npenaparoB U ¢GakTopoB pocTa, cTpykrypa OMJII MoxeT mnperepneBaTh
u3MeHeHusi. B 3ToM cBeTe Bce BUIBI MPEAIIECTBYIONICH Tepanuu JOKHBI ObITh
TIIATETIFHO TOKYMEHTHPOBAHBI y KaxAoro OosibHOTO. O4YeBHIHO, YTO YacToTa
BropuyHoro OMJI OyneT pacTu B CBS3M C yclexaMy Tepanmuu W YIydlleHheM
BBEDKMBAEMOCTH TAITUEHTOB C IEJIBIM PSIZIOM OHKOJIOTHYECKUX 3a00JIeBaHUM.

Otnosnoruss u crnenupudeckre (HaKTOpPhl, TPUBOJIAIINE K Pa3BUTHIO
BTOPWYHBIX MHEJIOUIHBIX OITyXOJiel, TOJHOCThIO He W3y4deHbl. B matoreHes
BOBJICUCHBI MHOTHWE TEeHETHYeCKHe IIyTH ¢  KOOIepaTUBHBIE  MYTallWU.
«Btopuunsie» OMJI, accouMupoBaHHbIE C MPUMEHEHUEM aJKUIUPYIOIINX
areHToB, yacto nebrotupyror ¢ MJIC ¢ MoHOcoMUel WM YacTUYHOM JAenenuei
xpomocoM 5 u 7 (rada. 13). Dtot Tum OMJI BO3HHMKAaeT OTHOCUTENHHO TIO3[IHO, B
cpelHeM uepe3 O--7 JIeT MOocie JieYeHUs MEePBUYHON OIyXOoJjid, W 4Yalle BCero
xapakTepu3yercss Kak  MuenoOnacTHeli  Bapuant OMIJL.  Ucropuueckw,
MakcumanbHoe uuciio ciaydaeB Takux OMJI Obuio 3apeructpupoBano B 1970x
rojax B CBSI3M C aKTUBHBIM I[pUMeHeHWeM MycrapreHa B cxeme MOPP
(MycTapreH, BUHKPUCTHH, MPOKapOa3wH, MPeTHU30JIOH) NP JICYCHUH JTHUM(POMBI
XomxkuHa. BepodaTHOCTh BO3HMKHOBEeHUsI BTopuuHoro OMJI npu ncnosiab30BaHUH
ykazaHHOU cxeMbl B 80 pa3 mpeBbIIaeT TaKOBYHO B oOImed momymisiuu. Puck
KOppenupyeT ¢ KyMYJISITABHBIMU JT03aMH JIKWTHPYIONTUX areHTOB, HO HE 3aBUCHUT
OT peXmMma uX Ha3HadeHUs. HekoTopele mpemaparbl o00J1afal0T  OOJIBITUM
JIeWKO30TeHHBIM TIOTeHIMaIoM (MycTapreH), 4em zapyrue (uukiodocdamu,
XJIOPaMOYLIHII).
Tabmuua 13. Xapakrepuctuka BTopuyHbIXx OMJI, acconuupoBaHHBIX C
MpUMEHEHUEM HHTMOUTOPOB Toron3zoMepassbl || 1 ankuinpyronmx areHToB

Kiace AJKuIm uit areHt
Nuruburop tomonzomepassi |l PYIom
XUMUOIpenapara MIPOU3BO/IHASI HUTPO30MOUYEBUHBI

n
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[Hukmnodpochammun, Mendana,
DTOno3u/, TEHUIIO3U ],
OcHOBHBIE TIpeTapaThl XJI0paMOyIIHII, KapMyCTHH,
MUTOKCAHTPOH, SMUPYOUITIH
JIOMYCTHH
PeapanxupoBku MLL-renos,
XpoMOCOMHBIE t(15;17)PML-RAR), Monocomust WA JICTTCITHS
abOepanuu t(8;21) AML1-ETO), inv(16) wmm |xpomocom Su 7
t(16;16)CBFf-MYH11)
Cpennee Bpems 10
pazButusi OMJI, roasl 2-3 o7
KommiekcHbie
Penxo Yacto
MOJIOMKH KapHOTHUIIa
[IpeqmectByromnuit
MJIC Penko Yacto
XapakTepHbIA BO3pACT Morossre osKILIELe
OOJIbHBIX
NHruéurtopsr TOIOM30MEPa3hbl I, BKJTIOUAst MIPOU3BOJIHBIC

noopuUIoTOKCHHA (ITOMO3U ], TEHUIO3MI) W aHTPAIMKINHBI (MUTOKCAHTPOH,
MUPYOUIMH), TaKkKe 00JaNalT CIOCOOHOCThIO MPUBOAUTH K  Pa3BUTHIO
BropuuHbix OMJI. Tluk nanHo# marosnoruu npuiresicss Ha koHer] 1980x rogos u
Tak)ke ObLI CBsI3aH C yCleXaMHU B JICUEHUH 3JI0KaYECTBEHHBIX JTUM(OM U CONUIHBIX
omyxoJjeil. 3aboneBaHne peanu3yeTcsi B OTHOCHTEIHFHO KOPOTKHE CPOKH IOCie
Tepanmuu TepBoil omyxonu (2--3 roma), W, Kak MpaBWIO, XapaKTEePHU3yeTCs
MOHOIIUTOUIHBIM (EeHOTHIIOM (MHUEIOMOHO- W MOHOOJAacTHBIe BapuaHThl OMJI)
0e3 TMpU3HAKOB MpeJulecTByIOle Muenoaucmiaszuu. Bropuunsie OMII,
CBSI3aHHBIE C MMPUMEHEHWEeM WHTHOMTOPOB Torou3zomMepasbl ||, accommmpyrores c
abeppauusimu renoB PML-RARa, AML1-ETO u CBFfS-MYH11. [Ins npon3BoaHbIX
no0(QUIJIOTOKCHHA XapaKTEpHBIM SIBISIETCS BO3HWKHOBEHHE TpaHCIOKAIMH ¢
BomyiedenneM 11023 MLL). Puck wunaynupoBanus OMIJI wuHrHOMTOpamMu
tTonon3omepassl |l, Mo Bceit BUIUMOCTH, He SIBIISIETCS] CTPOIO 10303aBUCUMBIM, U B
3HAUUTENILHON CTeNeHU OIpeJeNseTcsl UINTENbHBIM MPUMEHEeHUeM HeOOIbIINX
1103.

BrokuBaemocts 605bHBIX OMJI, CBSI3aHHBIM C JieUeHUEM, 33 UCKITIOUEHHUEM
Clly4aeB BTOPUYHOTO TPOMHUETIOLMTAPHOIO JieiKo3a, Bcerma Xyxe, dYeM Yy
NAI[MeHTOB C TMEPBUYHBIM Jieiiko3oM. HeOmaronmpusTHbII MPOTHO3 MOXET
OOBSCHSATHCS HETIOJHBIM KOHTPOJEM MEPBUYHON OMyXOJH, MO MOBOLY KOTOPOW
npoBoaniack X T, TOKCHYECKUM MOBpPEXACHUEM OPraHOB, HUCTOIIEHHWEM PE3ePBOB
reMor033a, MOBPEeXKICHHEM CTPOMBI KOCTHOTO Mo3ra (0COOEHHO MpH IJIy4eBOW
Tepanum), XpOHHYECKOW MMMYHOCYIpeccuel, pUBOIAIIeld K MEepCUCTHPYIOLIEH
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KOJIOHU3AIIMW TaTOTeHHBIMU OakTepusMH W TpubamMu, a Takke pa3BUTHEM
pedpakTepHOCTH K TpaHCPy3UsM KOMIIOHEHTOB KpoBU. Bropuunsie OMIJI
acCOIMUPYIOTCST ¢ OOJbIlIe YacTOTOW HeOJarompusITHBIX IUTOTC€HETUYSCKUX
aHoOMaJlui, OJHAKo, JaXe B cliydae OJIaronpUsTHOTO KapHUOTHIIA BBDKMBAEMOCTH
BCE PAaBHO XYK€, UeM IPH MePBUYHOM 3200JIeBaHHH.

[IpocrieKTUBHBIX JaHHBIX, Kacaromuxcs JedeHus OMJI, cBs3aHHOrO C
JedeHreM, KpaitHe Mano. Kak mpaBuiio, TaHHas KaTeropus OOJBHBIX WCKITFOYAeTCS
W3  KJIMHWYECKUX TMPOTOKOJOB. He  cymecTByeT  paHIOMHU3HPOBAHHBIX
UCCNIeJIOBaHUM, Ha OCHOBAaHUU KOTOPHIX MOXHO ObUIO OBl MPEeJIOKUTH
onTuManbHOe JedeHue. [lo MaHHBIM HEKOTOPHIX aBTOPOB, Ha CTaHIAPTHOU
WHAYKIHOHHOW Tepanuu yactoTta [P Bappupyert B nuanazone ot 28 no 50%.I1pu
peanuzanuu nocienytoieit aniao-TKM oOiasi BBKUBaEMOCTh MOXKET JOCTUTATh
20--30%. JIns OonbHBIX, KOTOpbIE HE MOAXOIAT MJISI CTAHIAPTHOIO peXUMa
KOHJIUIIMOHUPOBAHUS, CleayeT OOCYXKIaThb HeMHeloaOJaTUBHBIC WA PEKUMBI
MOHW)KEHHOW WHTEeHCUBHOCTU. B cimydae orcyrctBus HLA-umeHTHYHOTO MOHOpA
Borpoc o0 TmpoBeneHun ayto-TKM ocraercss kpaiiHe TpoOJeMaTHYHBIM.
JlokazaTeIbHBIX MCCIIEOBAaHUN HE CYIIECTBYET, a M0 PETPOCTIEKTUBHBIM JaHHBIM
EBMT, 3-1tetnas OB 65 mamwentoB co BTopuuHbiM OMJI, koTopbiM Oblia
BhITIOTHEHA ayTo-TKM, cocraBuna 35%.

Takum ob6pazoMm, BbIOOp TakTuku JedeHuss BropuuHoro OMIJI momxen
MPOBOJUTECS C YYEeTOM IIMTOTCHeTHMYECKOro BapuaHTa Jieliko3a, THIIa
MPEIIeCTBYIONEH Tepamuy, BO3pacTa M COMATHYECKOTOo CTaTyca OOJIBHOTO W
HaJlu4usl OTIEIbHBIX oclioxkHeHuil. B cmydae pgoctynHoctu HLA-coBmecTumMoro
JIOHOpa OOJIbHOM JOJKeH OBITh OPHEHTHPOBAaH Ha mpoBeleHue amio-TKM.
ANTOpPUTM BBIOOpA TepaneBTUYECKON TAKTHKU Y OOJMBbHBIX BTopudHEIM OMJI mano
OTJIMYaeTCs OT TAaKOBOT'o Mpu «de NOVOo».

15. Penugussr OMJI

K coxanennto, y GonbinuHcTBa 00bHBIX (60--70%),y KOro QocTUrHYyTa
nosiHast pemuccust OMJI, B TeueHue 3 neT pa3BUBaeTCsl peluaAuB 3a0oseBanus. B
I[eJIOM, TIPOTHO3 MAaI[MEHTOB MOCJIe PEIMANBa HeOIaronpusTeH U TepaneBTUISCKIX
MOJIXOJIOB KpaliHe MaJio.

15.1.TIporaoctuueckue daxropsl npu peauarnse OMJI

N3-3a HEOMAronmpusITHOTO TMPOTHO3a TMAIMEHTOB B peIUIuBe, HEOOXOAMMO
OIICHMBATh, HACKOJIGKO Tepamusi MOXET OBITh BBITIOJIHEHA Yy KOHKPETHOTO
nanueHTa. JlonrocpouHas BBDKMBA€MOCTh 3aBUCUT OT CIOCOOHOCTH YCIEIIHO
WHIyLUMpPOBaTh IOBTOPHYIO PEMHUCCHIO M BO3MOXHOCTH IpoBeneHus TKM B
KayecTBE KOHCOJIMAIMHU. BOobHBIE ¢ OYeHb PAaHHUM PELMANBOM (IIMTEIHHOCTHIO
pEMHUCCHH  MeHee  MOJyroja), HeOJaronpusATHBIMA  [UTOT€HETHYECKHUMHU
aHOMAJIMSIMU M CTapIIlero BO3pacTa UMEIOT IIOXOM MPOTHO3.

OrieHKa NepCIeKTUBBI I0JTOCPOYHON BBDKMBAEMOCTH MOXKET OBITh clenaHa
Ha OCHOBE IPOTHOCTUYECKOrO HHIEKCAa peluanBa (MHAEKC OBbLI paccuMTaH y
6oapHBIX OT 15 mo 60 ser, uckiarouas OITJT t(15;17)), koTopbiii BeIYUCHISETCS B
COOTBETCTBHH CO CIICIYIOIIUMH (haKTOpaMH:
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e [IponomkureabHOCTh pemuccun a0 perpanba: 18 mec (0 6amnos), 7--17
mec (3 6amna), 6 mec u Menee (5 6amnoB)

e [luroreHeTnyeckre aHOMAIWW Ha MOMEHT WHHIMAIBHOIO JHarHo3a:
INV(16) unu t(16;16) (06amnos); t(8;21) (36amna); npyrue (5 6anios).

e [Ipemmectytoiiass TKM: wet (0 6aioB); na (2 6anna)

® Bospact nHa MomeHT penuausa: 35 et u menee (0 6amios), 36--45xer (1
0amn) crapme 45 net (2 6amna) (tada. 14).

Tabmuma 14. TlporHocTMYeckuid WHAEKC [JIi MOJIOABIX OOJBHBIX C
peuunusom OMJI

Puck CymMapHbIit uHzIeKe B | BepostHOCTh BEDKHBaeMocTH, %
Oaimax
K 1-my romy Kk Srogam
bnaronpusitaeiit (9% 0--6 70 46
MaIEeHTOB)
[IpomesxyTouHBIH 7--9 49 18
(25% manueHTOB)
HeGnaronpusthbrit 10--14 16 4
(66% nanueHTOB)

[TporHocTHYECKUH WHIEKC MOXKHO HCIOJIB30BaTh TIPU  OINpeAelieHUH
JTe4yeOHOM TaKTMKH Yy KOHKpeTHoro OosibHOro: 1) TmpoBefieHWe Teparu,
HalpaBJIeHHOW Ha «u3jeueHue» ¢ wucnoip3oBaHueM TKM; 2) BkitodyeHue B
KIMHUYECKHEe  HWCCIIeIOBAaHWS 10 TNPUMEHEHHIO HOBBIX  JIGKAPCTBEHHBIX
npernapaToB; 3) MaJUIMaTUBHAS TEPAITHSI.

B pexomenmammsix NCCN, KOTOpBIX TpHUIEPKUBAIOTCS W POCCHICKHE
OKCIEPTHI, UCTIONB3yeTCs OoJiee TMPOCTOM MPUHIHUI orpenesneHus: mporao3a OMIJI
MocJie Pa3BUTHS PElUINBA. €CIM PEelMIUB paHHHWEA (poaovkuTensbHoCcTh [P
MeHee 12 wMec) -- TIpOrHO3 HeOJArONpUSATHBIA, eClOd --  MO3THHMA
(mpomomxutensHocTh [P 12 Mec m Gonee). O0a moaxoma (MMPOrHOCTUYECKUI
WHJIEKC U JIeJIeHUe PEIUINBOB Ha paHHUE U TI03IHNE) K KJIacCU(UKAIINNA PEIUINBa
OMUJI ucronb3yIOTCsl B POCCUHCKUX MCCIIEA0BATEIBCKUX LIEHTPAX.

15.2.PerHayKIIMS PEMUCCUU

He cymecTByeT NpOCNEKTUBHBIX KOHTPOJIUPYEMBIX HCCIEAOBAaHUM TIO0
CpaBHeHMIO pa3nuuHblx cxeM X1 mnpu peunauBe OMII, mnostoMy Her
OOILETIPUHATOTO CTaHAapTa Takod Tepanuu. [IpUHATBEIM TOIXOJIOM SIBIISIETCA
Tepanusi, HalpaBlieHHAs Ha JOCTI)KCHHE OdYepeHOW PEeMHCCHU C TPOBEICHUEM
TI'CK B mocnenyromniem.

OcHOBO# Tepanuu 2 IWHAMA SBISETCS IUTapaOWH, KOTOPBIA MOXKET
BBOAHMTHCA B cpenneit (1 r/m°) u Beicokoii no3e (2--3 r/m%). [IpuMepomM Teparmu
“crracenus” sBIsIETCS coyeTaHue IuTapadbuna (3 r/m? kaxapie 124 B 1, 3, 5u 7-i
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nuu) ¢ payHopy6uuraoM (50 Mr/M?) wim unapy6uuraoM (10 Mr/m?) Bo 2, 4u 6-i
nau. lpyroit mporpamMmoi sSBJIseTCSl MOHOTEpanus UTapabuHOM Ha TPOTSHKCHUH
6 mueit (2--3 r/m? Kaxaple 12 u). PexxuMbl, BKIIOYAIOIIHe [IUTaApaOWH B BBICOKHX
no3axX, He MOTYT 0e30TMacHO MPUMEHSThCS Yy OoybHBIX cTapmie 60 jer u3-3a
HETIPUEMJIEMO BBICOKOTO PHUCKa TOKCHUYHOCTH. Ellle ogHON mporpaMMoil siBisieTcs
murokcanTpoH (10 Mr/M? B erb) u sronosuy (100mMr/m® B IeHb) HA IPOTSHKEHHH
5 pHeil. Takke MOXKeT OBITh HCIIOIB30BaHA MMPOTrpamMMa KJIagpuOruH BHYTPUBEHHO S
Mr/M° B Tedenne 2 dacoB B 1-54f mHu, uprapaGue 2 r/mM° depes 2 gaca IMOCIe
KJIaApuONHa BHYTPUBEHHO B TeueHue 4 dacoB B 1-541 menp, mutokcantpon 10
mr/m? BHyTpuBeHHO B 1-341 gens, [-KC® 300 mkr mogkoxHo B 0—-541 mHM
(CLAG-M). Cnemyer OTMETHTh, YTO TIEPEYUCICHHBIC PEXHMBI OTHOCITCS K
arpecCUBHBIM M MOTYT UCITOJIb30BATHCS TOJIBKO y YacTH OOJBHBIX. [[71s manueHToB
C OXHuaaeMol H30BITOYHOW TOKCHMYHOCThIO X1 BO3MOXXHOHU OIIMeH sIBIsieTCS
HCIIOB30BaHKe [uTapabuHa B fo3e 10 Mr/M® 2 pasa B [eHb MOAKOKHO B TeYeHHE
28 nHeil. Y GONBHBIX C MPOJOHKUTEIBLHOCTBIO pemuccun Oojiee 12 mec Moxer
OBITH KCITOJIb30BAHO COYETaHHE IUTapabuHa B cTaHAapTHBIX go3ax (100 Mr/m? 2
pasa B geHp win 200Mr/M? B ieHb HelpepbIBHO B 1— 741 1Hu) 1 nnapy6uuunsa (12
mr/m® 1 pa3 B nerb B 1—34i gu) (C2). HecMOTpst Ha BO3MOXKHOCTB JOCTHIKEHHS
JUTATETTFHBIX PEMUCCUH, Y 3TUX OONBHBIX B CIIydae JTOCTHIKEHHUSI BTOPOH peMHUCCHU
JOJKeH OBITh 00Cy>KJeH Borpoc 00 ucnonb3oBaHuss TKM. bonbpHbIe ¢ KOpOTKOI
1-it pemmccueit MOryT OBITh KaHIUJATAMU Ha TEPANMIO IKCIEPUMEHTATHHBIMH
JIeKapCTBEHHBIMU TIpeTiapaTamu.

15.3.Tepanwusi KOHCOTUAAIINY TOBTOPHOUN peMuccrH, BKiIrovarornas TKM

Anno-TKM saBnsercs npeanoyTUTENbHON KOHCOJNUIMPYIOLIEH Tepanueil B
cilly4yae JOCTHDKeHHS oOuepeJHOM pemMHuccuu. TpaHCIUIaHTalus MOXET ObITh
BbIToJIHeHa 0T HLA-uaeHTHYHOro cMOIMHTa UM COBMECTUMOTO HEPOJICTBEHHOIO
noHopa. Ecim  Takoi  TOHOp  HEAOCTYIEH, MOTYT  pacCMaTpHUBATHCS
aJbTEpHATUBHbIE MCTOYHUKHA CTBOJIOBBIX KpPOBETBOPHBIX KIIETOK, TaKHWe Kak
MyNOBWHHAs KPOBb WJIM TalUIOMJEHTUYHBIA JAOHOp. B 3TOi cuTyauuu pucCK MO
3a00J1eBaHUIO JOJKeH OBbITh cOajJaHCUpOBaH C PUCKOM IO TpaHCIUIAHTALIMH.
Honrocpounble  mporHo3bl  ammo-TKM  mocne  peXMMOB — MTOHWYKEHHOU
MHTEHCUBHOCTU B HACTOsIllee BpeMsl MPOJOJIKAIOT MCCIe0BAaThCs, HO TEKYIUA
OTIBIT TOBOPHUT O YyTh OOJIee BHICOKOM PUCKE Pa3BUTHUS PELUIMBA IO CPABHEHHIO C
BBICOKOJIO3HBIMU TIPEATPAHCIUIAHTALIMOHHBIMUA peXXuMaMu. Eciu  BbINIOJTHEHUE
amno-TKM HeBO3MOXXHO (HampuMep, HW3-3a OTCYTCTBHUS TOIXOJSAIIEr0 JOHOPA),
ayTo-TKM MoXxeT paccMarpuBaTbCs B KadyecTBE BTOPOM JIMHUM TEpalldH, HO €e
3¢ PeKTUBHOCTh YETKO He ompejneieHa. B 3Toii ¢aze 3aboneBaHuss 4acTo ObIBaeT
HEBO3MOKHO cOOpaTh JOCTATOUHOE JJI TPAHCIUIAaHTAI[MU YUCIIO SAPOCOACPKAIINX
KJIETOK. PeTpocrniekTiBHbBIE HCCeA0BaHMS TOKA3bIBAIOT, YTO y OOJIBHBIX BO BTOPOM
MOJIHOM pPEMHMCCUM WIAHCHl JOJTOCPOYHOM BBDKMBAEMOCTH IOCJE BBIOJIHEHUS
ayTo-TKM coctaBnstor ot 20 no 50%. bonbHBIM, Yy KOTOPBIX ObliIa BBIMOJHEHA
amwo-TKM  u  pasBuics peuuauB OMJI mocne TpaHCIUIaHTalUKM, OOBIYHO
MpeKpalaloT HMMYHOCYIIPECCHUBHYIO Tepanuio ¢ MPOBOAIT  TpaHchy3uu
numporto  goHopa (TJIA). DddexruBnocts TJIJI B MoHOpexkume 0Oe3
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npenmectBytomeii XT cocrasisier 40--50%.I1posenenune crangapthaoit XT (7+3)
WK Kypca HUTapaOMHOM B ManbiX g03ax (28 nHeil) MO3BOJISET YBEIUYHUTH
BEpPOSITHOCTh JTOCTIKeHMsS ToHOM pemuccun 1o 70--80%.K coxanenuro, TJIJI
HEBO3MOXXHO BBITIOJHATH y 00NbHBIX ¢ akTuBHOUM PTIIX, moatomy menecoo6paszHo
cHayana BbINONHUTH Kypc XT, a 3arem pewars Bomnpoc o TJIJI. Hakoner,
00JBHBIM € TO3IHUM peruanBoM (6osee 1 roma mocie amao-TKM) moxer ObITH
npennoxeHa Bropass TKM, nociie noctTrxeHns TIOBTOPHOW PEMUCCHH.

16. «<MoaexyasipHasi» Tepanus

[Iporpecc B wu3ydyeHuun ModJiekyJspHoro mnartoreHeza OMIJI mpuBen k
pa3paboTKe HOBBIX <«MOJIEKYJSIPHBIX» TIPernaparoB, T.e. MOJEKYJ, MeXaHW3M
JEHCTBUSI KOTOPBIX CBSI3aH C BIMSHUEM Ha Oelku, (YHKIHSI KOTOPBIX H3MEHSETCS
B pe3yJibTaTe MyTalluu WK TpaHciokaluu. Hanpumep, reHeTnyeckre u3MeHeHUs
MPUBOAST K MyTallMsIM B FeHax, aKTUBUPYIOIINUX KacKaJlbl TPAHCAYKIMHM CUTHAJIa
(mampumep, FLT3, KIT, RAS), Kk CIUsSHUIO T€HOB WM MYTAIlUsAM, IPUBOISIINM K
MOBBIIIEHUIO WJIM YTHETEHUIO TPAHCKPUIIUOHHOW akTuBHOCTH (Hampumep, PML-
RARA, RUNX1-RUNX1T1, CBFB-MYH11, CEBPA) wiu kK HapylleHHIO (YyHKIHHU
reHOB, BOBJIEYEHHBIX B Iepenady curnana (Hampumep, NPM1, NUP98, NUP214).
NHrubupoBaHre TPaHCKPUIILIMOHHON aKTUBHOCTH, 33 UCKIIOYEHHEM IpenaparoB
ATRA wu Ttpuokcuna wbeimbsika npu OIJI, He nOpUBOOUT K JOJIKHOM
dbapmakoiorudeckoir 3(OPEeKTUBHOCTA B CpaBHEHWH C HWHTHOUpPOBAHUEM
aKTUBHOCTH TUPO3WHKHUHA3.

Taxke cCOBepIIEHHO OYEeBUIHO, YTO, YYHUTHIBas MYJIbTUMYTAIIMOHHbBIE
Bapuanuu npu OMJI, mpenapatsl, HarpaBieHHbIE TIPOTHUB OJHOTO KOHKPETHOTO
Oenka, Bpsii 1M CMOTYT MPUBECTH K 3paJUKalluu JelKo3Horo KioHa. bonee Toro,
XOTsI JJIi HEKOTOPBIX MpenaparoB, NEHCTBYIOLIMX Ha MOJIEKYJSIPHOM ypOBHE, U
Obuta mponeMoHcTpupoBaHa dddextuBHocTh npu OMIJI, yxe Ha cranuu
KJIIMHAYECKUX UCTIBITAHUMA OBLIO MOHSATHO, YTO OOJIBIIMHCTBO M3 HUX HEOOXOAMMO
UCII0JIb30BaTh B COUETAHUU CO CTaHAAPTHBIMU [IUTOCTATUYECKUMH TMpernapaTamu.

17. Tupo3suHKHMHA3HBIE HHTHOUTOPBI

SApkum npumepoMm >(DPEKTUBHOCTH THUPO3ZUMHKUHA3HBIX WHTHOUTOPOB B
neuennu OJI siBrsieTcst npuMeHeHne nMaTuHUOa B coueTannu ¢ X1 y 6ompHBIX Ph-
no3utuBHbIMU OJI (B nanHOM cityqae OMUJI).

Hexotopeie FLT3-cienmududnbie THPO3WHKHUHA3HBIE WHTHOWTOPHI [Takue
kak mugoctaypul (PKC412),necrayprunan6 (CEP-701)cynntnant (SU11248)),
OyAy4d axkTHUBHBIMH B DKCIEpUMEHTax IN VItro, mposBWIM HE3HAYUTEIBHYIO
3¢ (eKTUBHOCTh B KadecTBe MoOHoTepamuu npu perunuBax OMII ¢ myTtarmeit
FLT3. IlpomomxaroTcsi HCCIENOBaHUS [0 COYETAHHOMY IPUMEHEHUIO JTHUX
npenaparoB ¢ XT, HO Bce 3TU MPOTOKOJBI HOCAT CYry0O 3KCHEepUMeHTalbHbIC
XapakTep U HE MOTyT OBITh pPEeKOMEHJOBaHbl K MpPUMEHEHUI0 B 0oOIen
KIUHUYecKord mpakTtuke. OpHako s BceX OOJNBHBIX ¢ Myrauusmu FLT3,
tpaHcnokaiei t(9;22) obOsi3aTenbHBIM 3TANoOM JIeYeHUs JO0JDKHA CTAHOBUTHCS
amo-TI'CK.
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18. Benenue 60bHBIX ¢ 0COOBIMH CHTYaUIHSIMHU

18.1.T ' unepaeiikonuTo3

[MunepneiikounTo3oM oOBIYHO cuMTaeTcs uyucio jeiikonutoB 6omee 100 x
10°/1, M 5TO COCTOSIHHE 3aKOHOMEPHO CBSI3aHO C yBEIMYCHHEM I0Ka3aTelis
CMEPTHOCTH B MHIYKLIMU U3-32 TeMOPPAruyecKux OCIOKHEHUU, CUHIpOMa JIN31ca
OTYXOJIM U UH(DEKIIMOHHBIX OCIOKHEHUH.

ITpu quarnoctuke OMJI ¢ runepieKoLUTO30M PEKOMEHyeTCsl Ha3HauYeHue
rupokcuModeBUHBl B go3e oT 50 mo 100 mr/kr B genb. Kypc XT wmoxer
HAYMHATHCS TIPU CHIDKEHHH JefikonutoB 10 50x 10°7/1. J[o CHIKEHHS NefKOIUTOB
HE PEKOMEHIIYIOTCS TIEPeJIMBAHUS SPUTPOIUTHON MAacChl BCIIEJCTBAE BEPOSITHOTO
YBEJTMYCHUS BSI3KOCTH KPOBH.

Ha d¢one muTOMMTHYECKOTO CHHIpPOMa HEOOXOIUM  €XKeTHEBHBIN
MOHHUTOPHHT CIIEAYIOIIMX JTAOOPAaTOPHBIX IMOKa3aTeNeil: YUCIo JeHKouuToB (Ha
dboHe Tepanuu TUIEPICHKONNTO30B 2 pa3a B [IeHb), KOAryJorpammbl
(mpoTpoMOuH, ¢bubpurHoOreH, AYTB), OMOXMMUYECKHUX nokaszaresnei
(onexTponuthl, KpearmHuH, Ownmpyoun, AJIT, ACT, JIAI), asIxaTenbHOM
dyukuuu (pO,), nuypesa.

Y OGONBHBIX C TUIEPIEHUKOIMTO30M M 3HAUYMTENIbHOW BOJHON Harpy3koif
HEeoOX0AMMO Tak)Ke oOpalllaTh BHUMaHHe Ha MoKa3zaTelu albOyMuHa, U TPHU ero
HU3KMX 3Ha4deHWsX — MeHee 25--30 r/n -- BBeJeHHWE MOYETOHHBIX MpernapaToB
e1eco00pa3HO OCYIIECTBIATH IIOCJIe BBEIEHHUs albOyMHHa C Leiblo Ooee
¢ dekTuBHON CTUMYJSIUU nuype3a. Ha ¢one dopcupoBanHoro amypesa u
IUTOJIN3a OIYXOJIeBBIX KIIETOK HEOOXOIUMO KOPPEKTUPOBAaTh IMOKa3aTelln
AIEKTPOJIIUTOB B CHIBOPOTKE KPOBH.

[Ipy mosBICHWM TPHU3HAKOB TYyMOp-IM3WC  CcUHApoMa  (yCWileHHe
reMopparuyeckoro CHHJIpPOMa, BbIpaKeHHas 3aJep)kKKa >KUJIKOCTH, yBEJIHYCHUE
nokasaTeliell KpeaTWHHWHA, MOYEBHUHBI, OWIMpyOWHA, TpaHCaMUHAa3, CHIKEHHE
nokazareseil ¢puOpuHOreHa, MPOoTpoMOKHA) Ha (POHE HUTOJUTUYECKOTO CHHIPOMA
pPEKOMEHIyEeTCS BbINOJHEHHEe Iia3Madepesa B HeOonbmiom oobeme (1--1,2 1) ¢
3aMelleHreM albOyMHHOM U IUIa3MOW C LeNbl0 MPOQUIAKTUKUA JIETOUHOTO
JUCTPECcC-CUHIIPOMAa U OCTPOM MOYEYHON HeTI0CTATOUHOCTH.

Ecau yucio nedkonMTOB B KPOBM HE yMEHbIIaeTCsl B TeUeHHe 2 THeH, TO
pexoMeHayetrcsi HadaTh X1 ©0e3 manmpHEHIero mnpueMa THIAPOKCHMOYEBUHBI.
MakcumanbHBIA CPOK TIpHeMa THIPOKCUMOYEBHHBI He JOKEH MPEBBIIATh 3 THS.

Ecnu Ha (ore rumepieiikorurosa (6oxee 100x 10°/1) mMeroTes oueBHIHbLE
NpU3HAKKA “JIeHKOIMTAPHBIX CTa30B” (CIlyTaHHOE CO3HAHWE, MHTEPCTULUAIBHOE
MopakeHWe JIETKUX 3a CYeT COCYAMCTOrO KOMITOHEHTA, OJIbIIIKA), Hapsay ¢
Ha3HauYCHWEeM THIPOKCUMOYEBUHBI IIeieco00pa3Ho MpoBefeHue 2--3 CeaHCOB
neiikadepes3a. Eciii HeT BO3MOXKHOCTH OCYLIECTBUTH JieHKadepe3 WU €Cd HeT
SAPKUX TPHU3HAKOB ‘“JIEHKOIUTApHBIX CTa30B” — rmocie 2--3 aHel (MakcuMyM)
Tepanuu  TUJPOKCUMOUYEBHMHOM  BBOAST  LUTOCTATUYECKHME  IIperapartsl,
Mpe1yCMOTPEeHHbIE MPOTOKOJIOM, U uepe3 6--8 yacoB mocie BBeleHus uTapabuHa
(mo BBeneHMs mayHOPYyOHIIMHA) POBOAAT IazMadepe3 B 00beme 1--1,511. UToObI
n30eKaTh «OOBAILHOTO» IMTONH3a, B YKa3aHHOW CHUTyallMd MOXHO CHayaia
BBECTH TOJBKO IIMTO3MH-apaOWHO3MJ M 3aTeM BBINOJHUTH IUTazMadepes, a
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BBEJICHHE JayHOPYOMIIMHA MPUYPOUUTh KO BTOPOMY BBEJCHHIO IIUTapaOWHa WU
Jaxe OTJIOKUTh Ha 3--5 IHU Kypca, a mepBble 3 JHs BBITIOJNHATH I1azMadepessl
nocJyie BBeJeHusl uutapabuHa. Tak kak KiMpeHc nuTapabrHa oueHb OBICTPBIH, TO
mia3Madepe3 He TMOBIUSET Ha €ro KOHILEHTpalWio B IUIa3Me, NpU 3TOM
miazMadepe3 MOXKET IMOBIUATh Ha KOHIEHTpaluio pyOOMHUIIMHA, Y KOTOPOIO
MEPHUO/]T TTOJTYBbIBEJIEHUS JOCTATOYHO JJTUTEIbHBIH.

18.2.Bosaeuenne [[HC

Nznauansaoe BoBiedenune [{HC mpu OMJI BcTpeuaetcs: meHee, ueM y 5%
6onpHBEIX. Kak panee oTMeuanock, 3apyOekHbIe MCCIIeIoBaTeIn He PEKOMEHIYIOT
BBHITIOJTHATh TPOMQUIAKTHKY HelposelikemMun y OOJBHBIX 0€3 HEBPOJOTUYECKOU
CUTITOMATUKHA, OJHAKO POCCUUCKHE WCCIEOBATEIM CUUTAIOT MPOPUIAKTUKY
HeliposieiikeMur 0053aTeIbHBIM ATANOM JICUeHHUS MpH MUeoMoHoOmactTHoM (M4)
1 Mono6actHoM (M5) Bapuante OMJI, mipu neiikonmtose cbime 30x 1071, npn
Bcex (opmax OMJI, mpm KOTOPHIX IHATHOCTUPYIOT OSKCTpaMeIyJUIIpHBIC
obpazoBaHusl.

Jlmarnoctuyeckas JoOManbHas IYHKIHS BBITIONHSETCS BCEM OOJIBHBIM
OMJI. Ecnu y mnanueHTa perucTpupyeTcss WCXOAHAas TIyOoKas IIUTOICHUS
(nefikormTel MeHee 1 X 1077, tpombouuTel Menee 20 x 109/J'[), TO IepBas
TUAarHOCTAYECKasl TMYyHKIWS JOJKHA OCYIIECTBISATHCS TIOCNe  OO0s3aTebHOU
TpaHchy3un TpoMOonnuToB. Eciiu ypoBeHh TPOMOOITUTOB HE yAaeTCs TOBBICUTH 10
30 x 10°1 u Bbllle, OT MYHKIHHA MOXKHO BO3IEPXKAThCS IO BOCCTAHOBICHHS
nokasarelieii mocie Kypca. Ecim y 60mpHOTO onpesensieTcs eikoruTo3 Boie 100
x 101, To mHepByIO TOMOANBHYIO MYHKIMIO CIELyeT OTIOKHTH IO PeAyKIHH
qrca eifkonutoB Meree 10x 107/,

OcHoOBHOH 3Tanm MPOQPUIAKTUKH — S TOMOATBHBIX IMyHKIUNA C BBEJCHUEM
Tpex mpemnapaToB (MeTOTpekcar, IUTapaOuH, JeKcamMeTa3oH) — IPOBOAUTCS B
nepuon uHAyKIUu/KoHcomuaauuu (3--4 Kypca) HE3aBUCUMO OT IPOBEICHHUS
KypCOB IIUTapaOMHOM B BBICOKHX J[03aX.

[IpemapaTel BBOAATCS B pa3HbIX Immpumnax. OOmuit o0beM BBOAUMOM
KUJIKOCTH JODKeH cocTaBisaTh 10--12 mi. Jlng  pa3BemeHHs HMCIONB3YIOT
TUCTHUTMPOBAHHYIO Boly. MeToTpekcar BBOJST B YHU(PHUIIMPOBAHHOW 103e 15 M.
[Tpubnm3uTeNHHO 00HEM BBOJUMOM KUAKOCTH C METOTPEKCATOM COCTABIISIET D MIT,
C IIUTO3WH-apabuHO3uI0M -- 3 M (03a mpemnapata 30 Mr), ¢ AeKCaMeTa30HOM -- 2
Mi (B mo3e 4 mr). O0beM CIUHHOMO3TOBOW JXHAKOCTH, KOTOpas Oepercs yis
WCCIIeJIOBaHMSI, COCTABIISIET MPHOIU3UTENBHO 1/2 00beMa BBOIUMBIX pacTBOpoB (5-
-6 wmu). Ecim BeencTBhe OCHOXKHEHWH WM TEXHUYECKUX TPYAHOCTEH He
MIPEICTAaBIISIETCS] BO3MOXKHBIM TPOBECTH TMOJIHYIO TMPOTPaMMy HWHTpaTeKaabHBIX
BBeJICHUH, TO OOJbHBIM (OCOOEHHO W3 TPYIIbI BBICOKOTO pHCKa —
TUIEPJICHKOIMTO3bl ¥ MOHOOJIACTHBIE BapHaHTHI) II€JIECO00Pa3HO BBIMOJHUTH
(G paKIIMOHUPOBAaHHOE KpaHHUaTbHOE 00JydeHre B cymMmapHoi no3e 24 I'p. Ecim y
O0osibHBIX ¢ M4--M5 BapuanToMm 3a0oJjieBaHUs HE OBUIO THUIEPJICHKOIIMTO3a U
JEUKEMUOB, TO Ha OOTYYCHHUH IOJIOBBI B 3TOW CUTYallMd MOXKHO HEe HACTaWBAaTh.
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B cnygae oOHapy)XeHHss B CIIMHHOMO3TOBOW JKHUAKOCTA TIPH TEPBOU
JTUArHOCTHYECKON JTFOMOATBHON MyHKIMH OJIACTHBIX KJIETOK TIPH JIFOOOM ITUTO3€
wmi 1nuro3a 15/3 u Gosnee (r.e. Gonmee 5 kiaeTok B 1 MKI) AHArHOCTHPYeETCS
Heliponeiikemusi. Ecu y GONBHOTO C THITEPIICWKOIIMTO30M IepBas JTFOMOabHAs
MYHKIUS ObUTa TpaBMATUYHOM, JaXe NPHU HOPMAaJbHOM IIMTO3€, PEKOMEHIyeTCs
pacieHuBaTh 3T0 Kak mnopaxenue I[[HC. Jledenune HelposeiikeMun TaKxke
MPOBOJSAT TyTeM BBEJIEHHWS B CIUHHOMO3TOBOM KaHajl TpeX IpernapaTroB
(untapabuHa, MeTOTpeKcara, JeKcaMeTa3oHa -- B J103aX, ONMMCAHHBIX BBIIIE).

Ecnn gmarHoctupyercst Heilpolielikemus, MOCje MePBOM AUAarHOCTHYECKOU
MoCJIeIyroIie JiedeOHbIe MyHKITUN JTODKHBI TIPOU3BOIUTHCS C MHTEPBAIOM B 2--3
nHs, T.e., Ha GoHe Kypca XT u mocie Hero, HO 10 Pa3BUTHS TITyOOKOW TUTOIICHUH
(mefixonuToB MeHee 1 x 10/, TpoMOonuToB MeHee 20 X 109/J1). [Tocneayromue
IyHKLMHU BBINOJIHAIOT IIOCJI€ 3aBEpLUCHUs IMepuofa arpaHyjouurosa. HMx
OCYLIECTBJISIIOT C Pa3pbIBOM B 3 JIHA Mepe]] CeYIOIIMMU KypcaMu KOHCOJIUIAIUH.
[Tocne HOpMmanu3aluu Moka3aresieil JTUKBOpa NOJDKHO OBITh CIeaHO MUHUMYM
TPU IIYHKIIUU C TAKUM K€ UHTEPBAJIOM MEX1y BBEICHUSMMU.

Ecaim  uMeroTcss  NpU3HAKKM — NPOTPECCUpOBaHUSl  HEWpOJIENKEeMUH,
IPOAOJKAIOT BBIMOJIHATH JIOMOaJIbHble MYHKIMM W Ha (OHE LUTONEHUHU, U Ha
(oHE BO3MOXHBIX OCJOXHEHWH, ¢ HeH CBA3aHHBIX, NpPU O0053aTEIBHOM
TpaHcPy3noHHOM  obecrmieueHuun  TpombOouutamu. Ilpu  pedpaxTepHbIX
HelponeiikeMusIX LienecooO0pa3Ho MPUCOEIUHUTh OOydeHHe roJoBbl B Jo3e 24
I'p.

JlrombGanbHble MYHKIMH y OOJBHBIX C MCXOAHON HeWpoleiikeMued mocie
3aBepllIeHus] dTama JiedeHWsl HeiiposelikemMun (mocjae TONYYEHHS Tpex
HOpPMAaJIBHBIX TIOKa3aTesiel JIMKBOpAa) BEHIMONHSIOT B AalbHEHIEM Tepea KaxIIbIM
KypcoM 3aIlJIaHMPOBAaHHOIO ITPOTOKOJIA.

18.3.MuenongHas capkoMa

Muenouanas capkoma, MC (cun: bdKcTpaMmenyJUIsipHas MUEIOUTHAS
OIyXO0JjIb, TPaHYJIOLMTAPHAS CapKOMa, XJOpOMa) — 3TO OIyXOJib, COCTOSIIAs M3
MHUEJIOUTHBIX KJIETOK-TIPEIIICCTBCHHUI], BOZHUKAOIIAs B JIFOOOM MECTe, OTIIMYHOM
OT KOCTHOro Mo3ra (Hambojiee 4YacTto, B Koxe, Jumbarudeckux ysiax, KKT,
KOCTAX, MATKHMX TKaHIX U ;II/IIIKaX). MC wmoxer pa3BUBAThCs de novo,
npeawmwectsyss OMJI, Bo3Hukare mnapamwienabHo paszButuro  OMJl  wnum
npe3eHTHpoBaTh B KadecTBe OmacTHOW Tpancopmammun MJIC, MII3 wmm
MJIC/MII3. [lwarHo3 ycTaHaBIMBAaeTCS Ha OCHOBAaHWUHM OHWOIICHU OITyXOJIEBOTO
o0pa30oBaHUs W WCIOIH30BAaHUHM B JalIbHEHIIEM ITUTOXUMHYECKHUX (OTIIeYaTKH) U
UMMYHOTHCTOXUMHYECKUX (Ouornrat) MeromoB. K coxaneHuto, (akKTHYEeCKH B
MOJIOBUHE CJIy4aeB THCTOJIOTHYECKHM JUarHo3 ToJiydeHHbIXx OuonrtatoB MC
ObIBAaET HEBEPHBIM — YCTAHABIMBAIOT JUArHO3 «HEXOJKKUHCKOU» TUM@POMBI. DTO
CBSI3aHO C  OTCYTCTBMEM  HACTOPOKEHHOCTH W  HEUIMPOKOM  MaHeNbIo
MOHOKJIOHAJIBbHBIX aQHTUTEN, HCHOJIb3YEMbIX TMPH HMMYHOTMCTOXUMHUYECKOM
uccinenoBannu. [Ipu MC onpenensrorcss mapkepsl CD68/KP1, MPO, CD117,
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CD99, CD68/PG-M1auzonum, CD34, TdT, CD56, CD61, CD30rukodopuH.
[Ipu wmwuenobOnacTHol UdQepeHIMPOBKE OMYyXOJIeBble KJIETKH MOTYyT HMETh
nonoxurenbHele CD13, CD33mapkepsl, a npu MmoHoOnactHol -- CD14, CD1631
CD11c. Mapkepsl, xapakrepubie mis B- u T-numdoruros, takue kak CD20,
CD79a, CD3, CD4, CD8jomkHbI OBITh BKJIFOUEHBI B [TIAHEb UCCIIEIOBAHUS, IS
UCKITIoUeHHs TuMdorponrdepaTBHBIX 3a00JIEBaHHM .

MC wumeroT kKak MHENOOJIACTHYIO, TaK M MHEJIOMOHOLMTAPHYIO WU
MoHOOJacTHYI0 Mopdororuto. OOs3aTeNbHO CIAeAyeT HUCCIeA0BaTh TeHOTHI H
(EHOTHIT KJIIETOK MHUEJIOUTHBIX CAPKOM JIJIsl UX YETKOW BepHu(HUKAIIMK U OTHECEHUS
B Ty wiu uHyto Kateropuio BO3-knaccudpukannu. MC 3adacTyio accOlMMpOBaHbBI
¢ runepieikonuTo3oM, TpaHcinokamueid t(8;21), uaBepcueir 16 XpoMOCOMBI U
CD564103uTNBHOCTRI0. MC, BO3HUKaromme de NOVO, MOJDKHBI paccMaTpUBaThCS
Kak «aHajor» de novo OMJI u ne4ynThes MO MporpaMMaM JICUeHHs TEPBUYHOIO
OMJI.

Poccuiickoe 3KcIepTHOE COOOIIECTBO PEKOMEHIYeT HCIOJIb30BaTh B
KauyecTBe IEPBOro HWHAYKIIMOHHOTO Kypca mporpammy /+3 ¢ uaapyOHIIMHOM
(umnrapabun B/B 100 mr/m? 2 pasa B JieHb B 1—7+i quu, upapyourua 12 mr/M? B
1—3+i auu). B xadectBe BTOporo kypca (He3aBUCHMO OT TOrO IOJIydeHa Oblia
MOJIHASL PEMHCCHS/PErPECCHsl WIIM HET) IIeJIeCO00pa3sHO MPUMEHSTh MPOrpamMmy
HAM (uutapabun 3 r/m? 2 pa3a B AeHb B 1—341 num, mutokcantpor 10 Mr/m° B
3--4-i nuu), B JabHEHIIIEM — JIBa Kypca KOHCOJIMIAIMH ITUTapaOMHOM B BBICOKHX
no3ax (3 rim® 2 paza B meHb B 1, 3, 5% gum). [lapamiensHo WHIYKIUU |
KOHCOJIUJAIMA HEOOXOJMMO BBIMOJHEHHE TPOGUIaKTUKNA Hewponelikemun (5
npodhUIaKTHYECKUX BBelIeHUH Tpex mpemnaparoB). [locie 3aBepieHns WHAYKIAHA U
KoHconmuaammu (4 Kypca) peKOMEHAyeTCs IMOAJep)KHUBAOIIas Tepamus OS-
JTHEBHBIMU KypcamMH ILHUTapaOMHOM B codetaHun ¢ 6-MP. Ilpm coxpaHeHun
OCTaTOYHOTO O0Opa3oBaHUS TIPU JOCTYITHOM JJIi OOJIyYeHHS JIOKaJIU3alluh
11e71€CO00Pa3HO BBIMOJIHUTEL 00JydeHHe ovara BoBieueHus B 1o3e 36 ['p. Bompoc o
HeoOXoauMocTH BbinojiHeHus auto-TKM B nepsoii [1P momkeH paccMaTpuBaThes
uHauBUAyabHO. Ato-TKM MoxkeT ObITh OTJIOXKeHa Ha OoJiee MO3aHKME CPOKU (2
[1P) y Gombueix ¢ MC u t(8;21), unu inv16. Hanpotus, y 6ombabix MC H
obonapyxenuem 1(9;22), amno-TKM pomkHa crtaTh 00s3aTelbHBIM 3TAllOM
JIEYEHHUS.

18.4.bepeMeHHOCTD

Jleuenne OJI, BbIIBIEHHOTO BO BpeMs OEpeMEHHOCTH, JOJKHO
OCYIIIECTBISITECS ~ COBMECTHO  T'eMaToJIOTOM,  aKyIIepOM-THHEKOJIOTOM U
HEOHATOJIOTOM. [[eThi0 ATOTO JIeueHus SIBISIETCS CIIaCeHUs IBYX JKU3HEH -- MaTepr
u pebenka. IlpepeiBanme Oepemennoctd Bo l--lll  Tpumectpe o3Hauaer
Hen30eXKHYIO THOeNb TUIoJla U C KpailHe BBICOKOH BEpPOSTHOCTBIO -- MaTepH.
Poccuiickas uccnemoBarenbekas rpynmna o0jagaeT OJHUM M3 CaMbIX OOJBIINX
onbITOB 1o JedeHuto OMJI B mepuoa 6epeMeHHOCTH: mpojiedeHo 18 xenmuH, 15
npooawuin X1 Ha QoHe, OepemeHHOCTH, 3 OOJBHBIM CHadayia BBIMOJHEHO
ponopaszperieHrue u 3ateM -- XT; pomunock 18 3mopoBeix aeteit. Crapiiemy
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pebeHKy B HacTosIlee BpeMs HCHOJHUIOCh 23 roia. Bce pexomeHaaruu
OCHOBaHBI Ha COOCTBEHHOM OITBITE POCCHUHCKUX IIEHTPOB.

JledeHne MOJDKHO OBITH HAYaTO HEMEJJICHHO, IIOTOMY YTO JIt00asi OTCpOYKa
yXyJlIaeT MporHo3 matepu. CUmTaeTrcs, 4YTO B OOJBIIUHCTBE CJIydaeB IpHU
noctwkennu 1P mocne crangaptHoit XT, 6epeMeHHOCTh He sBIseTCS (GaKTOpOM
HeOmaronpusiTHoro nporuo3a nmpu OMIJL. Ognako OJI y OepeMeHHOW KEHITUHBI
MOBBIIIAET PUCK PA3BUTHS BBIKUIBIIIA, 33JIEPKKA BHYTPUYTPOOHOTO pocTa II0/Ia
U MIIQJIEeHYeCKON CMepTHOCTH. YeM MeHbIle CpPOK, Ha KOTOPOM YCTaHOBIIEH
nuarHo3 OMJI, TeM BEIlle pUCK BHE3AIMHOTO a0oOpTa, aHOMAJIWW pPa3BUTHS H
TEepaTOTEHHBIX OCJIOXKHEHHWH IMTOoCcTaThdeckol Tepanuu. Hawmbosee BBICOK OH B
nepuol opraHoreHe3a (2—=841 Hemenu OepeMeHHOCTH). B nuTepatype omucaHbl
ManbopMaIuii y HOBOPOXKIEHHBIX, MaTe€pH KOTOPHIX B IEPBOM TPHUMECTPE
OepeMeHHOCTH TOJIyYalld TEeparuio aHTpaluKInHAMU U [uTapabuHoMm. [lostomy,
YYHUTBIBAasE BBICOKHI PHCK TEpPaTOTEHHOCTH ITUTOTOKCHYECKHX IpernapaToB, MpPH
muarHoctuke OMJI B mepBoM TpuMecTpe OepeMEeHHOCTH IOKa3aHO IpephIBaHHE
OepeMEeHHOCTH IO MEAMIIMHCKAM IIOKa3aHUsAM 110 PEIICHUI0 KOHCHIMyMA.
Cuwuraetcs, uro XT, mpoomumass Bo |l u Ill TpumecTpax, oTHOcuTenbHO
0e3onacHa. [Ipu BEIOOpE aHTPALMKIMHOBBIX aHTHOMOTHKOB MPEATIOUTEHUE CKOpee
JOJDKHO OTJaBaThCsl JIAYHOPYOHWIIMHY, HEXeNW WIapyOUIMHY, YYUTBIBas €ro
60mbIIyI0 TUMOGUIBHOCTD, OOJErYaroIlyl0 ero TPaHCIUIAEHTaPHBIA TPaHCIIOPT.
Kpome Toro, ugapyourin obnamaet u 60npinei apdunnoctsio k JIHK. ITo ombiTy
Poccuiickux »skcmeproB B xoxe Jeuenns OMJII Ha ¢one OepeMeHHOCTH
daKkTHUecKn y BCeX OOJIBHBIX OTMEYaeTcsl TOW WIIM WHOW CTeleHU 3aJepikKKa
pa3BUTHS TUIOJA, HO HA B OJTHOM CiTy4ae He ObLIM BBISBIICHBI aHOMAJIUH TIJI0]1a, BCE
JIETU B HACTOSIIIEe BpeMsl 37J0POBHI.

JuarHoctuka OMJI, wHauumHas co |l Ttpumectpa um 1o 34 Henenb
OepeMeHHOCTH, SBISETCS ITOKa3aHUEM K IPOBEAeHHIO HWHAYKIMOHHOW XT B
MOJIHBIX JI03aX. /laHHas TaKTWKa HalpaBlieHa Ha Hanboliee OBICTPOE TOCTHIKEHHE
nosiHoN pemuccun OJI, Tak Kak pojopa3pelleHre, MPH BO3MOXXHOCTH, JTOJDKHO
BBITIOJIHATBCS Ha (oHe pemuccnrn OMJI BHe HMTONEHWH, YTO MO3BOJIUT CHENIaTh
HEOOXOJMMBIA JUISI BOCCTAHOBJIEHHS IIOCJI€ POJOB HMHTEpPBAT MEXIY KypcaMu
IIUTOCTUTHYECKOW Tepalnu Kak MUHUMYM 2--3 Heneidu. B cpemHeM OOJNBHBIM
yaaetcs BeImoiHUTh 1--2 kypca XT mo pomopasperienus, MakCuMaibHO -- 3. Poss
JKeJaTelbHO TIaHUPOBaTh Ha cpoke 35--37Henens. CienyeT pacCUuThIBaTh BpeMs
BBITIOJTHEHUSI KyPCOB TaKMM 00pa3oM, 9TOOBI MEXKy MOCIIeTHIM KypCOM U PoJIaMu
OBLT IPOMEKYTOK KaK MUHUMYM 2 HEJICIIH.

[Ipn BesIBiennun OMJI Ha cpoke OepemenHocTH Oosnee 34 Hexenb
11eJIeCO00pa3HO BBITIOJIHUTH POJIOOpa3peIlieHrue ¢ TMOCIeIYIONUM TpOBeIeHuEM
nHAyKuonHou I1XT.

Bce srambel Bemenust OOJIBHOM MOJDKHBI OBITH OOecredYeHbl ajeKBaTHBIM
KOJMYECTBOM KOMITOHEHTOB KpOBH. BBIOOp aHTHOMOTHYECKHX IIpernaparoB
OTIpEJICIISICTCS C YYETOM pa3pelleHrs UX IPUMEeHEHUS Y OepeMEeHHBIX.
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19. ConpoBoauTesibHAs Tepanus

19.1.TIpodunakTryeckast aHTHOAKTEpUAILHAS TEPAIUS

s npoBeneHuss TPOMHMIAKTUKA HEOOXOIUMBI 3HAHHUS [0 BEAYIIUM
BO30yAHMTENISIM WH(GEKITMOHHBIX OCJIOXKHEHUH B CTAIllMOHApE, YaCTOTE UX Pa3BUTHS,
YYBCTBUTEIBHOCTH MHUKPOOPTaHU3MOB K IPOTHUBOMHUKPOOHBIM Tpemnaparam. JIjis
MpeIOTBPAIeHUsT Pa3BUTHS WHOEKIIMOHHBIX OCJIOKHEHHMH ITOJKHBI TIIATEIHHO
coOoiaThesl TUYHAS TWTHEHA, YXOJ 3a POTOBOM TOJOCTHIO, aHTHUCENTHYeCKas
o0paboTka pyK OOJBHOTO, POJCTBEHHWKOB | YyXaXWBAIOIIETO IepCoHAIA.
HecmoTrpss Ha TO, 4TO ymoTpeOjeHWe CHIPBIX OBOIEH W (PPYKTOB HYACTO HE
JOTyCKaeTcsl, He CYIIeCTBYIOT JOKazaTelbCTBa TOTO, HYTO COOJIO/IeHHe
KHEUTPOTICHUYECKON JHEeThD» MOXXeT WMETh CMBICI B KadecTBe NPO(HMIaKTHKA
UHPEKINH.

IIpomueoepubrosas npoghunaxmuka

MHBa3uBHBIE MHUKO3bI SIBISIOTCS OJHOM W3 TJIABHBIX TPUYUH CMEPTH Yy
MAIMeHTOB C JUIMTENbHOW HelTponenuei. MHBa3nBHBIE MUKO3BI MpeoliaaoT B
nepuoa uHaykuuu OMJI, a cpenu Bo30yauTenedi B OOJNbIIEM MPOICHTE CIydacB
onpenensitores Tpudbl Aspergillus spp. BeimenstoT mepBUYHYIO W BTOPHUYHYIO
MIPOTUBOTPUOKOBYIO TpodmiIakThKy. CHWXKEHHE JeTATbHOCTH OT HWHBA3WBHBIX
MHKO30B OTMEYEHO TIpW HCIOJb30BaHUM I103aKOHA30JIa I TIePBHYHOM
npodwraktuku y 6ombHBIX OMIJI. TlpumeHenune mo3zakoHnasona yisi Tpo(IakTHKA
B uHaykumun OMJI ompaBmaHo B KIWHHUKAaxX, IJle MpeolOsiaaeT WHBAa3HUBHBIN
acneprmie3 (MA), rme wyactora Bo3HuKHOBeHMS WMA mpebimaer 10%.
[TpuMeHeHHe IPYrHX TPOTHBOTPHOKOBBIX IpernmapaToB IS MPOQPHIAKTHKH He
MPHUBENIO K CHIDKEHUIO aTPUOYTHUBHOM JIETAJbHOCTH OT WHBa3HBHBIX MHKO30B.
bonpHbIM, mMeBmuM Ha Kypcax [IXT wHBa3uBHBIN acmepruies, MPOBOAUTCS
BTOpUYHAs MPOTUBOTPUOKOBAs MPOPUITAKTHKA, U UCTIONB3YIOT TOT Mpernapar, mpu
Ha3HAYCHWH KOTOPOTro OBLIO AOCTUTHYTO m3nedeHue ot MA. B OGombpmmHcTBe
CJIy4aeB C ATOMU IENbI0 MPUMEHSIOT BOPUKOHA30T.

Anmubaxkmepuanvhas npogunraxmuxa

bakTepraabHble OCIOXHEHUS SBISIOTCS BXXHOW MPUYMHOW CMEPTHOCTH Y
OonbHBIX B HelTporeHnu mnocie KypcoB XT mnpu OMIL Ilpu o0630pe
CPaBHHUTENBHBIX MCCIEIOBaHUN MO aHTHOAKTepraIbHONW MPO(UIAKTHKE OTMEUYEHO
CHIKEHUE YacTOThl MHQEKIIMOHHBIX OCJIOKHEHWH, OJHAKO B HUX HE BBISIBICHO
CHUKEHUS JICTATBHOCTH OT MHPEKIHMA. DTH HCClieloBaHus OTHOCHIUCHh K 1990M
rofaM u O0JbIIYI0 3Q(HEKTUBHOCTH MPOIEMOHCTPUPOBAIIH MpenapaThl U3 IPyTIIbI
¢TopxuHonoHOB. B HacTosee BpeMs mpoduiakTuka OakTepralibHbIX WHOEKINN
SIBIIIETCS. TIPOOJIEMHON TIO TPUYHMHE BBICOKOW pErucTpaliil pPe3UCTeHTHOCTH
sHTepobakTepuii Kk  aHTHOMoTHKaMm.  [Ipodwunaktuka  QTOPXHWHOJIOHOM
(uunpoduiokcalie Wik JioMe(dIOKCalliH) BO3MOXKHA B CTal[MOHApax C HU3KOMN
YaCTOTOW BBISBIICHUS JHTepOOaKTepUil — MPOIYIIEHTOB B-TakTaMas paciIupeHHOTO
cunektpa (BJIPC). B Tex oTnmeneHusix, rje He BBINOJHIETCS OaKTepUaNbHBIMA
MOHHMTOPHHT, IeJIeCO00pa3HO OPHEHTHUPOBATHCS Ha pPe3ylbTaThl POCCHUCKHX
WCCJICJIOBAaHMM, MPOBEICHHBIX B OTICJICHUSX WHTCHCHBHON Tepamuu, U KOTOphIC
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CBUIETENLCTBYIOT 00 odYeHb BbiCOKOH gone (bonee 40%) BbIsiBIEHHS
sHTepobakTepuidi — mnpoayueHtoB BJIPC. DOTu wucciemoBaHusi 3acTaBisiiOT
OTKa3aThCs OT TOTATBHOU MPOMUIAKTUKHA (PTOPXUHOJIOHAMH.

19.2.®akropsl pocTa

MHorouunciaeHHble UCCIEeNOBaHUs MOKa3alM, YTO MMEJOMUJIHbIE pPOCTOBBIE
dakropsl, [M-KC® unu I'-KC®, yckopsitoT BOCCTaHOBIIEHUE YnciIa HEUTPOPHIOB
Ha 2--3 [HS, MOTYT HEMHOT'O YMEHBIIWTH BpeMs MPUMEHEHHs] aHTHUOMOTHUKOB,
JUTUTENIBHOCTh JIMXOPaAKU U MPOAOKUTENBHOCTh Koliko-Hel. [To Bompocy Goiee
JUIUTEIIBHOTO BOCCTAHOBJIEHHUS TPOMOOLIUTOB M, OCOOEHHO, BIIUSIHUSI POCTOBBIX
dakTopoB Ha  JeiikeMoreHe3  CYIIECTBYIOT  IPOTUBOPEUMBHIE  JIaHHBIC.
Hcnonp30BaHne pPOCTOBBIX (PAKTOPOB HE MPUBOAUT K CHIDKEHHUIO YaCTOTHI
TSOKENbIX MH(QEeKUMH, BKIOYas UWHBAa3MBHbIE MHUKO3bl, W He YJydyllaer
BBDKMBAEeMOCTh. VX MprUMeHeHue MOKeT OBIThb pacCMOTPEHO B UCKIIFOYMTENbHBIX
cly4asix.

19.3.Tpancdy3noHHas noaaepxka

Tparncghyzuu mpomboyumos

[IpumeneHnue Tpancdy3uilt TPOMOOIIMTOB 3HAUNUTEIBHO CHU3WIIO CMEPTHOCTD
oT remopparudeckux ocinoxxunenuii mpu OMJI. B Teuenne MHorux net tpancdysuu
OCYILECTBIISITH TSl [OUICPIKAHMS KOHIIEHTpaIy TpoMboruToB Beme 20x 107
OpHako B TpexX paHAOMHU3UPOBAHHBIX WCCIEIOBAHUAX HE OBLIO TIOKa3aHO
3HAYUTENFHBIX OTJIMYMN B YaCTOTE Pa3BUTHUSI TeMOPPArndecKuX OCIIOKHEHUN TpH
CHIDKEHHH 1oporoBoro yposusi ¢ 20 o 10 x 10°7/1. O6mectBo AMEpPHUKaHCKUX
OHKOJIOTOB PEKOMEH/IyeT MOPOTOBBI YPOBEHBb JJII HEOOXOMUMBIX TpaHC(hy3Wii B
10 x 10%n, npu ycnOBHM OTCYTCTBHS TeMoppardii w/WiM HHQEKIMOHHBIX
snu3070B. Jlt0o0oe TposiBIeHHe TreMopparndeckoro CHHApoma (MeTexuaabHbIe
BBICBIMTIAHUS, OCOOEHHO Ha CIU3UCTOM TMOJOCTH pTa, Ha JIMLE W TepeaHein
MOBEPXHOCTHU T'PYTHOU KIIETKH, JIIOObIe KPOBOTEUEHUSI), TOBBIIIIEHUE TEMITEPATYPBI
tena Bbime 37,5C gake B OTCYTCTBHH SIBHOTO oyara MHQEKIIMH, JTAarHOCTHKA
Jr000r0 MHQEKIMOHHOIro Tpolecca, -- TpeOyeT HeMeIJIEHHOTO YBeJIWYeHUs
obbema TpaHchy3uit TPOMOOILIUTOB M MOJIepKaHe WX Ha ypoBHe He MeHee 20 X
10°/x1. Tlo pe3yabraTaM pOCCHICKMX MHOTOLEHTPOBBIX HCCIEIOBAHMI HA MEPBOM
Kypce MHAYKIHH B cpenHeM ucnoib3yioT oT 40 go 50 mo3 TpoMOouuToB, Ha
BTOopoM OT 15 mo 25. Takoii o0vem TpaHchy3uid He MOXKeT OBITh NpPU3HAH
JIOCTaTOYHBIM, TOCKOJBKY YacTOTa AWArHOCTUKUA TSDKEIOr0 TeMOpparuveckoro
cUHIpoMa  (Hampumep, JKENyJOYHO-KHIIEYHOEe  KPOBOTEUCHHWE, MAaTOYHOE
KPOBOTEUCHHME, KPOBOHM3JIMSHUE B TOJOBHOW MO3r)  KoyeOyercs  IpH
WCIIOJB30BAaHUN Pa3IUYHBIX MNpoTOKoJoB oT 10 mo 25%. IlpuumHoit cmeprtu
remopparuyeckuit curapom ctranoButcs y 30--50%060nbab1x OMIIL.

[Tomumo pedunuTa TPOMOOLMTOB, Kak TpaHCHY3UOHHOU cpejbl, YTO
XapaKTEepHO AJis OOJBIIMHCTBA reMaToJOru4YecKux yupexaeHuit PD, orpomHoii
npobiemoii B 1miaHe dA(PGEeKTUBHOCTH TpaHChy3uit sBiIsieTcs (QeHOMEH
ajulouMMyHU3auuu. [[ns mpenoTBpallieHus] alJIOMMMYHM3AllMd PEKOMEHI0BAHO
ylalieHue JEeHKOUMTOB U3 KOHIIEHTPATOB TPOMOOIIMTOB WM WHHAKTUBALUA




62

JEUKOIMTOB. DTO MOXET JOCTUTAThCS Pa3IUYHBIM METOJAaMHU. C ITOMOIIBIO
JeUKOPMIBTPOB, OOMy4YeHUSs, TTATOTCHUHAKTUBALMK. TaKkXe MNPy MPUTOTOBICHHUH
KOHIICHTPATOB TPOMOOITUTOB CJIeIyeT OrpaHUYMBATh HCIIOJIB30BAHHUE TOHOPCKON
wia3Mbl  (OCOOEHHO OT JIOHOPOB-)KEHIIMH), TPUMEHSISI <«B3BELINBAIOIIAE
pacTBophl. Ha pa3BuTre aqsloNMMyHU3aIMHA OKa3bIBaeT BIUSHUE TaKXKe U HAIAINE
NpEe/IIEeCTBYIOMMX TpaHCchy3uil, ayTOMMMyHHBbIe 3abojeBaHus (Hepeako --
AyTOMMMYHHBIH TUpeouauT). TakuMm alloCeHCHOMIM3UPOBAHHBIM  OOJBHBIM
clefyeT TepenuBaTh KOHIIEHTpaThl TpomboruToB Mo mnoabopy. C wmemsio
MPEOAOJICHHSI AJIOCEHCUOMIIN3AlNA MOKHO PEKOMEH/I0BATh 1 BHITIOHEHUE CepUn
(ne Menee 4--5) mnasmadepe3on (0,500beMa HUPKYIHPYIOIIEH IJIa3MbI 33 CEAHC C
3aMmelleHreM aabOyMHUHOM) U BbIMONHeHHE TpaHchysuil 60nbimux (12--16), yvem
cpennue (6--8) mo3wr TpomOoLIKOHIIEHTpaTOB {C3}.

Pannomu3upoBaHHbIe HMCCIIENOBAaHUS TPOJASMOHCTPUPOBAIIN COIMTOCTABUMYIO
3¢ (HEeKTUBHOCTh TPaHCPY3W MOHOIAOHOPCKHUX U TONHIOHOPCKUX TPOMOOIIUTOB.
Tem He MeHee, B ycioBusix P®, rae BeposSsTHOCTh HHOUIIMPOBAHUS Ha 2 MOPSIKa
npebiiiaeT OPTU B EBpomneiickux cTpaHax, B IeNsiX 0e30MacHOCTH TpaHchy3uid,
OCOOCHHO Yy TONUTpaHC(]y3UpyeMbIX OOJBHBIX, PEKOMEHIyeTCsl OT/AaBaTh
MpeIoYTeHUEe MOHOIOHOPCKUM TPOMOOKOHIIEHTPATaM.

DddekTruBHOCTH TpaHCc)y3Hil TPOMOOLIMTOB MOXKET OBITh YBEJIMUEHA 32 CUeT
npenBaputensHoro BeeneHus 0,5 1 KapaHTHHU3MPOBAHHOW CBEKE3aMOPOKEHHOU
IUIa3Mbl, YTO YMEHbIIaeT 0O0pa3oBaHWE arperatoB MepeuBaeMbIX TPOMOOIUTOB,
KOTOpBIE OBICTPO YTUIIM3UPYIOTCS CENIEe3EHKOM.

Hcrnonb30BaHre JOMOTHUTEIBHBIX TeMOCTATHUECKUX CPEJCTB U MpernapaToB
(TpanekcamoBasi KuciioTa, pubpuHOreH, antuTpoMOuH LI, npyrue dakTops) He
UMeeT JioKaszaTelbHOW 0a3bl. HeoOXoawMmocTh WX mpuMeHeHHUs (Hampumep,
KoHIeHTpata (aktopa VIl mpu TsoKenbiX Mpody3HBIX KPOBOTEUYEHHSX) TOJIKHO
OBITh pErIAMeHTHPOBAaHO B KaXJOM OTHCIBHO Cllydae U JIOKa3bIBaThCS
nabopaTopHBIME TecTaMu (TpoMOoaiacTorpadus, paciiipeHHas KoaryjorpaMmma).

Tpancgysuu spumpoyumcooeparcawux cped

XOTSl paHIOMU3UPOBAHHBIX HCCIEAOBAHUM 10 CpPaBHEHHUIO Pa3IMYHbIX
eJIeBbIX TMoKa3zaTeNiel reMoriioOnHa He CyLIECTBYET, CUUTAETCS, YTO HEOOXOANUMO
noJepkuBath ero Ha ypoBHe He Hmke 80 r/m (remaroxputr He meHee 20%),
0co0eHHO, y MalKueHTOB ¢ TpombouuToneHuen. [Ipu ocyiiecTBieHn MacCUBHBIX
TpaHChy3Ul IPUTPOIMTOB CJIeAyeT MOHUTOPUPOBATH TTOKa3aTellin OOMeHa Kele3a,
MOCKOJIbKY B paMKax TpaHCIUIAHTallMW aJlJIOTEHHOTO KOCTHOTO MO3ra BBICOKHA
YpPOBEeHb (eppUTHHA OmpenelisseT O0ojiee BHICOKYIO YACTOTY JIETAIBHBIX MCXOJIOB,
HE CBSI3aHHBIX C Jielikemued. Tak kak OombIMHCTBY O0nbHBEIX OMIJI mokaszaHo
BbInosiHeHne amo-TKM, UM Heo0xoauMo (QUKCHPOBATH YHUCIIO BBIMOJHEHHBIX
TpaHCchy3Uil SPUTPOLIMTHON MACChl U OTIPEeNATh MOKa3aTeln GeppruTrHHA C LEIbIO
€ro BO3MOXKHOM KOPPEKIIMH C IIOMOIIIBIO XelaTopoB kese3a nepea TKM.

Tpancgyzuu eparynoyumos
He cymectByeT [oKa3aTenbcTB  HEOOXOAMMOCTH B TpaHChy3usx
rpaHyiouuToB y 60onbHbIX OMII.
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Tpancghyzuu 0o, 6o epems u nocne TKM

Jlns camxennst pucka HLA-ummyHu3anuu u nepenaun [IMB Heobxoaumo
UCIIOJIb30BaTh TOJBKO KOMIIOHEHThl KpPOBH, IOABEPTHYThIE JIEHMKOAETUICLHH.
PeuunueHTsl Kak ajsIOT€HHBIX, TaK U ayTOJOTHYHBIX CTBOJIOBBIX KJIETOK KPOBH,
HaxoJsATCA B rpyIe pucka mo paszsututo oPTIIX, cBsizaHHOl ¢ TpaHC)y3UsIMHU.
["amma-o0myueHre SBISETCS €JUHCTBEHHBIM METOJIOM ee MpeAoTBpaileHus. 1o
€CTh NIl BCeX OOJBHBIX, KOTOPHIM BBITIONHSIETCS TPAHCIIAHTAIUS aJlJIOTEHHBIX
WM ayTOJIOTHYHBIX CTBOJIOBBIX KPOBETBOPHBIX KIJIETOK, BCE KOMITIOHEHTHI KPOBU
o0s3atenbHO obmydarores (!).

Bce LIMB-neratuBnbie peuunuentsl, TKM koTopbiM Obuia mpoBeaeHa OT
[IMB-HeraTuBHBIX JTOHOPOB, JOJDKHBI TIEPEMBAThCS KOMIIOHEHTaMH KpPOBHU
TosibKO OT [{MB-HeratuBHbIX TOHOPOB.
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