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IHOKA3AHUA K IPUMEHEHUAIO

Octpeiii Muenouanbiii jeiko3 (OMJI) mpencraBiasieT co0OM TeTEpPOreHHYIO
rpynny 3a00jieBaHUN KPOBETBOPHOM CHUCTEMBbI, XapaKTEPU3YIOLIUXCS HAPYIICHUEM
nudpepeHIUpPOBKHU U HEPETYyIUpyeMoil ipoiudepanueil KIeToK MUETOUTHON TUHUU
remomnos3a. lereporeHHOCTh  3a0o0yieBaHUS  MPOSIBISETCS  pa3HOOOpazuem
MOP(OJOTUYECKUX, HMMYHOJOTUYECKUX, [MTOTCHETUYECKUX, MOJEKYJISAPHBIX
XapaKTEPUCTHUK JIEHKO3HBIX KIETOK.

CoBpemennas ctparerusi tepanun OMJI y nereil, OCHOBaHHas Ha
UCIIOJIb30BAaHUU PHUCKAIAITUPOBAHHOW HMHTEHCUBHOW moymxumuorepanun (I[1XT),
TpPaHCIUIAaHTAIIMM TeMOMOdTHYecKuX cTBONIOBBIX Kietok (TT'CK) wHa done
COBEPIIICHCTBOBAHKUS  COMPOBOAWTEILHOW  Tepamuu  TO3BOJMINA  JOOUTHCS
3HAYUTEIHLHOTO yCIieXa B JICYCHUH 3a00JIeBaHUs. BONBIIMHCTBO HMCCIEA0BATEIbCKUX
TPYII, TPOBOASA CTpaTU(UKAIMIO TAIMEHTOB HA TPYNIBl PUCKA, HCIOIL3YET
KOMOMHAIIMIO [IMUTOTC€HETHYECKUX JAaHHBIX W pPAHHEro OTBEeTa Ha Tepamnuio. Tak,
IpyIIy OJIATONPUATHOTO MPOTHO3a COCTABJISIFOT MAIMEHTHI ¢ TpaHciaokanuei 1(8;21)
win uHBepcuerr INV(16) m momHoM pemuccueir mociae mepBoro kKypca IIXT.
[TaniueHTOB ¢ MOJIOMKaM# S, 7, 3XPOMOCOM, KOMIUIEKCHBIM KapUOTUIIOM OTHOCAT K
HEOJIAronpusiTHOM, a BCEX OCTANIbHBIX — K MPOMEXYTOUYHOMN rpynie pucka. [lanueHTs
C HOPMAJIbHBIM KApUOTUIIOM TAaKK€ OTHOCATCA K TIpyHne € IPOMEXYTOYHBIM
IIPOTHO30M, OJHAKO pE3yJbTaThl KX JIEUCHHUS TMOKA3aIM TE€TEPOr€HHOCTh ATOM
MOArPYNNbl. B CBSI3M € 3THUM B T€YEHHE MOCIEAHUX ACCATUICTUN BEAYTCS AKTUBHbBIC
MCCIIEIOBAHUSI TPOTHOCTUYECKU 3HAYMMBIX MOJICKYJISIpHBIX M3MeHeHuil npu OMJI,
WCITOJIb30BAHUE KOTOPBIX MO3BOJUT 00Jiee TOYHO Pa3Ie/uTh MAIMEHTOB HA TPYIIIIBI
pucka, TpeOyrolme Tepanuy pa3IndHONd THTEHCUBHOCTH.

JlaHHasi UHCTPYKIUsL pa3paboTaHa [Jii ONTUMHU3ALMU Pa3JeNCHUsl JeTeul C
OMUJI Ha rpynnbl pUcKa U MPOBEACHUS B COOTBETCTBUU C BBIJCICHHBIMU TPYIIIAMU
aZICcKBaTHOM TEparuu.

O6nactb TNpPUMEHEHUS — JIEeTCKash OHKOJIOTUSI U TeMaToJIOTHUs. YPOBEHb
BHEJIpeHUs — pecnyOnukaHckuid. [IpoTuBonoka3zanuii K MpUMEHEHHUIO HET.

IHHEPEYEHb HEOBXOANMOI'O OBOPYAOBAHUSA, MATEPUAJIOB

N PEAKTUBOB
O6opynoBanre M peareHThl, HEOOXOAUMBIEC [JIsi MPOBEICHUS J1TA0OPATOPHO-
KIIMHUYECKUX UCCIIEIOBAHUM (remaroyiornueckue, OMOXUMUYECKHE,

UMMYHOJIOTHYECKUE, [INTOTEHETUIECKIE, MOJICKYISIPHO-ONOJIOTHUECKHE).

NMMmyHOJOTHYECKOE — HMCCNeAOBaHHWE ~ OJACTHBIX  KJIETOK:  IMPOTOYHBIM
mutopayopumerp ¢ HabOpoM  MPUKIAAHBIX  MOporpamMm,  LeHTpudyra,
MOHOKJIOHaJbHBIE aHTuTeNna, (ocdarno-comeBorr Oydep, pacTBOp I JM3HCA
SPUTPOLIUTOB, pacTBop mapadopmanbaeruaa 1%.

[{uToreHeTHYECKU METOJ HCCIICIOBaHUs KIETOK KocTHoro mosra (KM) u
nepudepuyeckori kposu (IIK): cpema s mpombiBaHuWs; TOJHAs cpeaa IS
KyJbTUBHpOBaHUS, UeHTpudyru; [ucromak; kamepa ['opsieBa, CO,-uHKyOaTop;
runotonnyeckuii  pactBop (0,55% pacteop KCI); meranon; neasHass ykcycHas
kuciora; koubiemun (10 mkr/mun); crepuibHble (GJIAKOHBI WIM TPOOUPKH IS
KYJIbTUBHPOBAHUS, CTEPHIbHBIE TMACTEPOBCKUE MHUIETKH,; TEPMOCTAT, CTEPHIIbHBIC



nunetkn Ha 5—10 mur; crepunpHble uneTku HA 1 w5 mi;, docdartueii 6ydep |
(pH=7,2-7,4); docharusiii 6ydep Il (pH-6,8); 0,05% pactBop TpumncuHa;, 5%
pactBop kpacku ['mmza;, 2xSSC; 20xSSChranon 70%; sranon 96%; Muxpockon ¢
KaMepOoH.

[Tonmumepasnas rennas peakius (ITLIP) ay1st BeISBIECHUS XUMEPHBIX OHKOT'€HOB:
TepMolkiep; ueHTpudyra ¢ oxiaxiacHuemM Ha 14 000 o6/muH; syeiiku s
TOPU30HTAJIBHOTO M BEPTUKAIBHOIO 3JIEKTpodope3a C HCTOYHUKOM TOKa; Ha0op
MUTIETOK ¢ TepeMeHHbiMH oO0bemamu oT 0,5 Mxim g0 1 mur; TepMomMuKcep s
BeiieneHus JJHK; mamunapusiii mkad ¢ BepTHKaIbHBIM IOTOKOM BO3Ayxa; Habop
utst Beienenns ToranbHol PHK; Habop st Beiaenenns reaomuoit JIHK, nabop most
cunte3a kIHK; nabop mis nposenenus [1LP; mpaiiMepsl K XUMEPHBIM OHKOT€HAM.

Jlist ompeneneHusT MOJEKYISPHBIX MYyTaIldid: TEPMOIUKIIEP; MEHTpUdyru ¢
oxmaxaenuemM Ha 14000 o6/mun; I[P Ookchl; ammapar i TOPH30HTAILHOTO
anekTpodope3a B arapo3HOM reie; BaKyyMHBIM —acnupaTop, BapHUIIMIIETKH
(mo3aropsl); BOpTEKC; JAOKYMEHTHUPYIOIIAas CHUCTeMa; kamepa [opsieBa; MarHWTHas
MeIanka C [OZOrpeBOM; MOpo3wibHHK —20C; CIEKTpOMETp, TEPMOMHKCED;
Histopaque; Tagromumepasa; B-MepkantostaHos; araposa; Boja JCHOHU30BaHHAS;
u3onponanon, wuHruOurop PHKa3; wmapkep MonekynspHoro Beca; oOparHas
TPAHCKPHIITA3a; PacTBOPHI Je30KcupubonykineoTua-Tpudpocharos (tHTD); pangom
rekcamepsl; (heHos-xjaopopopM-u3zoamMuiioBsid ciupt (25:24:1); bocdarHo-coseBoit
oydep; xmopodopwm; stanon 70%; stanon 96%; TRI-reagentHakoHeuyHUKH IS
J103aTOPOB ¢ a3po30JibHbIMH Oapbepamu (00beM — ot 0,1 1o 1000Mki1) 1 IpOOHpKH
(06wem — 0,2-50mm); mpaiimMeps! u poosl; ['ucronax wmu Jlumdornperr.

OIMMCAHUE TEXHOJIOI'A UCITOJIB30OBAHUA METOIA
Tepmunoaorus
llonnas pemuccus. OTCYTCTBUE KIMHUYECKUX CHUMIITOMOB Jeikemuu, <5%

9
O7IacToOB B HOPMOKIETOYHOM KocTHOM Mo3re; Oonee 1,0x10/m rpaHynouuToB u

9
oonee 100 x10 /1 TpOMOOLUTOB B reMOrpaMMme; OTCYTCTBHE JKCTPaMEAYJUIIPHOIO
nopaxenusi. OLIEHKa JOCTIKEHUS PEMHUCCHH TPOBOJIUTCS TOCIE WHAYKIIMOHHOTO

kypca ADE-HAM.
llapyuanvnas pemuccus. o6nactel 6oaee 5%, Ho meHee 15% B KOCTHOM MO3Te,

6omee 1,0 x10°/1 rpanymormros u Gonee 100 x10 TPOMOOLIUTOB B TEMOTPaMME;
OTCYTCTBHE IKCTpaMeIyUIIpHOTO TopakeHusi. OIIEHUBAETCS MOCIE Kypca WHAYKIIH
ADE-HAM. VYuursiBasi, 4To pe3yabTaThl TEPANUU Y TAKUX MAIIMEHTOB CPABHUMBI C
TAaKOBBIMH Yy  JIMI, JOCTUTIIUX TIOJIHOH PEMHUCCHH, WM  IPOJOJIKACTCS
3arIaHUPOBAHHBINA TTPOTOKOJ.

Ilonnviti omeem:. 0OacTl B KOCTHOM Mo3re MeHee 5%, HO OTCYTCTBYET
BOCCTAHOBJICHHE I'e€MOII033a.

Pegpaxmeprocms: OTCYTCTBUE TIONHOM PEMHUCCHHM TIOCIIE IPOBEICHUS
nBOWMHOW uHAyKIuu —Kypca ADE-HAM.

Peyuous. 6onee 10% OnactoB B KOCTHOM MO3re WM Jr00oe
IKCTpaMENyJUISIPHOE MOpaKeHUE He MeHee 4eM yepe3 1 Mmec. mocie ycTaHOBJICHHUS
IIEPBOM MOJTHOM KIMHUKO-T€MATOJIOTMYECKON PEMUCCHUM.



Heitiponetixo3. mo6oe KOIUYECTBO 0JIaCTOB B LIUTONpEINapare, HeOObICHUMOE
KOHTaMUHAIMeH JMKBOpa mNepuepuyecKkorl KPOBbIO WM KOCTHBIM MO3IOM IIpH
paHEHUU TO03BOHKOB; WM Ooyiee 5 MOHOHYKJeapoB B 1 MKJ JHMKBOpa Jake INpH
OTCYTCTBHU OJIACTOB; N/WIJIN CUMIITOMBI TIOPAXKESHHUS YE€PEITHO-MO3TOBBIX HEPBOB JINOO
MHasi HEBPOJIOTMYECKasi CHMITOMATHKA, CBSA3aHHAS C XJIOPOMHBIM POCTOM.

I'paganus craryca IIHC s mocneayromei O1eHKH:

I[MHC | — orcyTcTBHE 61aCTHBIX KJIETOK HE3aBHCUMO OT ITUTO34,

[MHC Il — ranuue 61acToB, ITUTO3 MEHEE 5 MOHOHYKJIEapoB B 1 MKJI JIMKBODA;

HHC Il — manuyue 6mactoB, muto3 5—10MoHOHYKIIEapOB B 1 MK TUKBOPA,;

HCIV — namumume OmactoB, muto3 ©Oonee 10 moHOHykIeapoB B 1 MK
JIMKBOPA.

Kpurtepuu BKJII0OYeHUsI/ MCKITIOYEHHST

JlanHast MTHCTPYKLMS pa3paboTaHa Jisl ONTUMU3AIMN TMarHOCTUKU U JICYEHUS
OMIJI y nereil.

VYcnoBus BKIIFOUEHUS MTALIMEHTOB B MPOTOKOI:

- BIIEPBBIC BBIABICHHBIA OCTPBIA MUEIIOUIHBIN JICUKO3;

- Bo3pacT 70 18eT BKIIOYUTENBHO;

- OTCYTCTBHE TSKEJIOrO COIMYTCTBYIOIIETO 3a00JeBaHusl, KOTOPOE MOXKET
MPENATCTBOBATH BBHIMOJHEHUIO TPOTOKOJIA JICUEHUS;

- COCTOSITHME TTAIIMEHTOB TO3BOJISIET OKUJIATh BhDKMBaHMs B TeueHue 10 gHeit
OT HavaJila UHAYKIMOHHON XUMHUOTEpAIlnu;

- coryacue manueHTa (poauTeneil) Ha JIeYeHUe 110 TaHHOMY ITPOTOKOIY.

Kputepun HCKIIIOUEHUS M3 MPOTOKOJA: a) BO3PACT HA MOMEHT yCTaHOBJICHHS
nuarno3a crapire 19ret; 6) ocTphIii JIeHKO3 — BTOpas 3JI0KAY€CTBEHHAS OITyXO0JIb; B)
M3 mopdonorunueckuii Bapuant Jeiiko3a ¢ t(15;17); r) Tsbkeaoe COMyTCTBYIOIICE
3a00JicBaHWE, HE TO3BOJISIOIEE IMPOBOJAUTh XUMHOTEPANHIO IO IMPOTOKOIY; 1)
CMEpTh 10 ycTaHoBIeHus Auarto3a OMJI u Havaia Tepanuu mo npoTokoiy; €) OMJI
y J€TeN ¢ CUHApOMOM JlayHa.

Crparudpukanus nanguenToB ¢ OMJI Ha rpynnbl pucka

COBOKYIIHOCTh TIPOBEICHHBIX JIHATHOCTUYECKUX HCCIEIOBAHUM, B T. H.
BBISIBJICHHBIE LUTOI€HETHYECKUE abeppaluy, XUMEpPHbIE OHKOT€Hbl M TOYEUYHBIE
MyTalldd TO3BOJIAIOT pa3AeauTh maiueHToB ¢ OMJI Ha Tpu NPOTHOCTUYECKHUE

TPYIIIIBL
I pynna cmandoapmmnozo pucka:
. Inv 16
. t(8;21) ¢ momosHUTENBHON TIOTEpel MmooBoi xpoMocoMbl (-Y/X), Ge3

mytanuu C-Kit
[ pynna npomesicymounoeo pucka.
. t(8;21)6e3 aktuBupyromeii myranuu C-Kit

. t(9;11)
. Hopmanensbiit kapuotun 6e3 FLT3-1TD
. OTCyTCTBHE  KApHOTHUIHMYECKHMX W  MOJEKYJISIPHO-OMOJOTHIECKIX

KPpUTEPHUECB BLICOKOI'O pHUCKa



I pynna evicoko2o pucka:

. Hopmanbhsiii kapuotun ¢ FLT3-ITD u 6e3 NPM(+)
. 11g23anomanuu (ocobenno t(6;11)u t(10;11))

. inv3, t(3;3)

. Cnoxable aHomManuu (0osee TpEX aHOMAJIHIA)
. t(8;21) ¢ aktuBupytromei myraiueit C-Kit

. Monocomus 7

. Monocomus 5

. OMUJI ¢ MyIbTHIIMHEMHOW JuCTIIa3uen

. M7 mopdonorudeckuii BaApuaHT

. M6 mopdomoruyuecknii BapuaHT

OO0ummii IM3aiH NPOTOKO.JIA JeYeHUs!

Hnarnoz OMJI
Inv 16 t(9;11), [TpomexyTouHBII Bricokuit
M5 PUCK PUCK
ADE+HDAraC ADE-HAM
HDAraC+VP CLAI HDAraC4+Ida3
Capizzi CLAE Capizzi
t(8;21) 6e3 c-kit, HoHop ecThb
JIOHOpA HET
\ 4 \ 4
AME-H Amno TT'CK [

Tepanus nmauuentos ¢ OMJI

[Iporpammuas Tepanus OMJI TpanunMoHHO BKJIOYaeT naBa d3rtama. [lepBbii,
Haubosee BakHbIN 3Tan B jeueHun OMJI, onpexaenstomuil fanbHEHIINNA TPOTHO3 U
IIAHCHI MAI[MEHTa HA BBKMBAEMOCTh, — TepaNusl UHAYKIMA PEMUCCUH — HApaBJIeHa
HAa MAakKCHMMAaJbHYIO0 DJpaJMKALAI0 JIEMKEMUYECKOro KioHa. Bropou stan —
IIOCTPEMUCCUOHHAST ~ TEpalMsl  HaNpaBleHAa HAa  YHUYTOKEHHE  OCTATOYHBIX
JEUKEMUYECKUX KIIETOK, KOTOpBIE BIOCIEACTBUM MOTYT NPHUBECTH K PEUUIUBY
3a00J1€BaHUs.

[Ipy Hanmuuum JedkoumuTo3a Oosee 50x10°/n y manueHToB ¢ M4 unmu MS
mopgonorueii u Gomee 10x10%n y maumentoB ¢ M1 mm M2 Bapuantamu Ha
MOMEHT YCTAaHOBJICHUS IMarHO3a MHAYKIMS pEMUCCUM HauMHaeTcsi 0e3 nurapadbuHa,



TONBKO HayHOPYOHIHMH B g03¢ 22,5 mr/m/cyr m stomosua 50 mr/m/cyr B BHIE
MOCTOSTHHOW MH(Y3HH 10 TeX MOp, MOKa HE CHU3ATCSA JCHKOIMTHI (0OBIYHO 3 [IH:),
nanee 010k ADE c cyrounsiMu g03aMu JayHOPYOHMIIMHA M ATOMO3UA, U3 KOTOPBIX
BBIYTCHA CyMMapHas J03a I[penapaToB, IOJIYYCHHBIX Ha ¢asze peayKIuu
JIEUKOITUTO3A.

Tepanusi nanueHTOB rPyNnbl CTAHIAPTHOTO PUCKA

JIIsi TManWeHTOB TPYIIBI CTAaHAAPTHOTO pPHCKAa MPEAYCMOTPEHA TOJIBKO
MOJIUXUMHUOTEPATTHS.

A) manueHThI ¢ iNV(16)

Hnoyxyuonnas mepanusi cocrout u3 nyx omokos I[IXT (ADE u HD ARA-C).
BTtopoii 610k TpoBOIUTCS TIPU AOCTHKEHUU TOJHON pemuccuu nociie ADE Tombko
IOCJIe BOCCTAHOBJICHHS TeMoImo33a (rpaHysIonuThI Oolee 1,510%1, TPOMOOITUTHI

6omee 10x10°/).

binok ADE

. [{utapadun 100 Mr/m> BHYTPUBEHHO KanenbHO 3a 1 9 kaxapie 12 4, quu
1-7,Bcero 14 no3 (cymmapHas jgo03a 1400Mr/M2);

. Srtono3zug 100 Mr/m> BHYTPUBEHHO KarejbHO 3a 1 4 kaxasie 24 4, 1HU
1-3,Bcero 3 10361 (CymmapHas 103a 3OOMF/M2);

. JlayHopyOurme 45 Mr/M? BHYTPHBEHHO KarenbHO 3a 1 4 xaxmsie 24 4,
nuu 4—6,Bcero 3 103b1 (cymmapHas 103a 135mr/m?);

. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, eHb 0.

biok HD ARA-C:

. Llurapabun 3000 Mr/mM® BHYTPHBEHHO KameabHO 33 3 4 Kaxasie 12 4,
man 1-3Bcero 6 103 (cymmapaas go3a 18000mr/m):;

. [{utapabun 3HI0IFOMOAIBEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Ilocmpemuccuonnas mepanusi cocTout U3 3 0J0KOB KoHconuaupyromien [TXT
C TIOCTIeNYIONINM KpaHUaJIbHBIM 00JTydeHHEeM B cymMMapHo# mo3e 181p.

YcnoBusi Hayasia O0JIOKOB KOHCOJIMIUPYIOIICH TEpanuu: a) HATMYUe KIMHHKO-
reMaToNOrHYecKoil pemuccun; 6) Tpombouuts! 6onee 100x16/1, rpamymonursl He
menee 1x10F/n  (Ge3 mpuUMEHEHHS KOJIOHHECTHMYJIHPYIOLIEro (dakropa), B)
OTCYTCTBUE CHUCTEMHOM WJIM 04YaroBOil HWHQEKIUHU, T) YIOBJICTBOPUTEIILHOE
cocTrosiHue maleHnTta; 1) ¢pakius BeiOpoca Oonee 50% (s KoOHCOIUAALMH
pemuccun lll).

Konconmmammst pemuccun | — 610k HD ARA-C+VP

. Llurapa6bun 1000 Mr/mM* BHYTPHBEHHO KamedbHO 3a 2 4 Kaxasie 12 4,
nan 1-4,Bcero 8 103 (cymmapHas j103a 8000Mr/M2);

. dronozun 100 mr/m? BHYTPUBEHHO KareiabHO 3a 1 9 Kaxnble 24 4, 1HU
1-4,8cero 4 10361 (cymmapHas 103a 400MF/M2);

. [{uTapabuH 3HI0IFOMOAIEHO B BO3PACTHOM JTI03UPOBKE, 1eHb 0.

Konconunanus pemuccuu |l — 6ok Capizzi

. Iurapabur 1000 Mr/M® BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxiasie 12 d,
aau 1-2u 8-9,8cero 8 no3 (cymmapHas 103a 8000Mr/M2);

. L-acmaparuaaza 6000 ME/M? BHYTpHBEHHO KamenbHO 3a 1 4 uepe3 6 4

nocie IV u VIl BBeaenus nurapadbuna, nau 3u 10 (CymmapHas g03a 12000ME/M2);



. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Koncommpanusa pemuccuu |l — 6aoxk AME-H

. Iurapabur 2000 Mr/M° BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxiasie 12 d,
aan - 1-4,Bcero 8 o3 (cymmapHas n03a 16000Mr/M2);

. Orono3ug 500 MF/MZ, BHYTPUBEHHO KameibHO 3a 1 4, ngens 1,
(cymmapHast 103a 500Mr/m);

. MurokcanTpoH 15 MF/MZ, BHYTPUBEHHO KaIleJibHO 3a 2 4, 1HU 3—4,BCEro
2 0361 (cymmapHast go3a 30 mr/v?);

. [{utapabun 3HI0IFOMOAIBEHO B BO3PACTHOM T03UPOBKE, eHb 0.

b) manuenTsl ¢ t(8;21)

Hnoyxyuonnass mepanus Bkimodaer oguH  Onok [IXT (ADE-HAM),
coctosmuid u3 nByx ¢as. [IpoTmBomokazanuemM 1y Hadasia BTOPoi (pa3bl SBISIOTCS
JKU3ZHEYTPOKAIOIIME  OCJHOXHEHHMS:  TSDKEJIBIM  CENCUC,  HEUTPONEHUYECKHU
DHTEPOKOJIUT, BHYTPEHHEE KPOBOTECUEHHUE.

| dasa — ADE

. [{utapadun 100 Mr/m> BHYTPUBEHHO KanenbHO 3a 1 9 kaxapie 12 4, quu
1-7,Bcero 14 no3 (cymmapHas jgo03a 1400Mr/M2);

. Srtono3zug 100 Mr/m> BHYTPUBEHHO KarejabHO 3a 1 u kaxnapie 24 4, nHU
1-3,Bcero 3 10361 (CymmapHas 103a 3OOMF/M2);

. JlayHopyOurme 45 Mr/M? BHYTPHBEHHO KarenbHO 3a 1 4 xaxmsie 24 4,
nuu 4—6,Bcero 3 103b1 (cymmapHas 103a 135mr/m?);

. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Il dpaza — HAM

. Llurapabun 1000 Mr/mM® BHYTPHBEHHO KameabHO 3a 2 4 Kaxasie 12 4,
nau 14—15 Bcero 4 no3sl (CymMMapHas J103a 4000Mr/M2);

. MurokcanTpor 10 Mr/m” BHYTPHBEHHO KamembHO 3a 1 4 kaxpsie 24 d,

aau 14—15 8cero 2 10361 (cymmapsast go3a 20 MF/MZ).

Ilocmpemuccuonnas mepanusi cCocTouT U3 3 0J10k0B KoHcoauaupyrorieit [TXT.
YcioBus Hayasia OJOKOB KOHCOJMIUPYIOIIEH Tepanvu: a) HaJudue KIMHUKO-
reMaToNOrHIecKoil pemuccun; 6) Tpombouutsl 6onee 100x10/1, rpamymonursl He
menee 1x10F/nm  (Ge3 mpHUMEHEHHS KOJIOHHECTHMYJIHPYIOLIEro (dakropa), B)
OTCYTCTBUE CHUCTEMHOM WJIM 04YaroBOil HWHQEKIUHU, T) YIOBJICTBOPUTEIILHOE
cocTrosiHue maleHnTta; 1) ¢pakius BeiOpoca Oonee 50% (s KoOHCOIUAALMH
pemuccun lll).

Konconmmammst pemuccun | — 610k HD ARA-C+IDA

. Llurapa6un 3000 Mr/mM® BHYTPHBEHHO KameabHO 33 3 4 Kaxasie 12 u,
nan  1-4,Bcero 8 no3 (cymmapHas 103a 24OOOMF/M2);

. Nnapyourua 10 Mr/m> BHYTPHUBEHHO KarenabHO 3a 1 1 kaxapie 24 4, 1HU
2—4,Bcero 3 1036l (cymmapHas jo3a 30 MF/MZ);

. [{uTapabuH 3HI0IFOMOAIEHO B BO3PACTHOM JTI03UPOBKE, 1eHb 0.

Konconunanus pemuccuu |l — 6ok Capizzi

. Iurapabur 1000 Mr/M® BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxiasie 12 d,
aau 1-2u 8-9,8cero 8 no3 (cymmapHas 103a 8000Mr/M2);

. L-acmaparunraza 6000ME/M? B/B kareinsHo 3a 1 4 uepes 6 1 mocie [V u

VIl BBenenus rurapadbuna, qau 3 u 10 (CymmapHas 103a 12000ME/M2);



. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Koncommpanusa pemuccuu |l — 6aoxk AME-H

. Iurapabur 2000 Mr/M° BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxiasie 12 d,
nau 1-4,8cero 8 103 (cymmapHas 103a 16000Mr/M2);

. Orono3ug 500 MF/MZ, BHYTPHMBEHHO KareibHo 3a 1 yac, neHp 1,
(cymmapHast 103a 500Mr/m);

. Murokcantpon 15 MF/MZ, BHYTPHUBEHHO KaIlleJbHO 3a 2 yaca JHu 3—4,
Bcero 2 10361 (CymmapHas go3a 30 mr/v?);

. [{utapabun 3HI0IFOMOAIBEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Tepanus nanueHTOB IPYNNbI MPOMEKYTOYHOT0 prcKa

JUJIs TalMeHTOB TPYIIBI NMPOMEXKYTOYHOTO PHCKA ITOKa3aHa pPOICTBCHHAS
aJJIOTEHHAs TPAHCIUIAHTAIIAS TE€MOITOATHYECKUAX CTBOJIOBBIX KJIETOK (IIPH HATUYIHH
UJICHTUYHOTO POJICTBEHHOTO J0HOpa). [IpM OTCYTCTBMM HICHTUYHOTO CHOJMHra —
NpeaycMoTpeHo npoaonkenue [1XT.

A) mammentbl ¢ t(9;11) m mopdoaormyeckum Bapuantom M5 (0e3
MOJIEKYJISIPHO-TEHeTHYECKUX KPUTEPHEB BHICOKOTO PHCKA)

Hnoyxkyuonnass mepanus Bkmoudaer ogud  Onok  [IXT (ADE-HAM),
cocrosmii U3 nByx ¢a3. [IpoTuBomnokasanuem sl Hayajga BTOPOil (a3bl ABISIOTCS
KHU3HCYTPOXKAIOIIME  OCJOXHCHHUS.  TSDKEIBIM  CENCHC,  HEUTPONCHUYECKUH
SHTEPOKOJIUT, BHYTPCHHEE KPOBOTCUCHHE.

| baza — ADE

. Llurapa6un 100 Mr/M> BHYTPHUBEHHO KanenbHo 3a 14 kaxpsie 12 4, quu
1-7,Bcero 14 no3 (cymmapHas 103a 14OOMF/M2);

. Aronozun 100 mr/m? BHYTPUBEHHO KareiabHO 3a 1 u kaxkaeie 24 4, nHu
1-3,Bcero 3 10361 (CymmapHas 103a 300Mr/M2);

. JlayHopyOurme 45 Mr/M? BHYTPHBEHHO KarenbHO 3a 1 4 xaxmsie 24 4,
nuu 4—6,8cero 3 10361 (cymmapsast go3a 135 MF/MZ);

. [{utapabuH 3HI0IIOMOATBHO B BO3PACTHOM T03UPOBKE, eHb O.

Il baza — HAM

. Iurapabur 1000 Mr/M® BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxiasie 12 d,
nau 14—15 8cero 4 no3sl (CyMMapHas 103a 4OOOMF/M2);

. Murokcautpor 10 Mr/m? BHYTPHBEHHO KamenbHO 3a 1 4 kaxple 24 4,

nan 14-15 scero 2 10361 (cymmapHast 103a 20 Mr/v?).

Ilocmpemuccuonnas mepanus coctTout u3 3 6;10k0B KoHconmuaupyromen [1XT.
YcnoBus  Havasa  OJIOKOB — KOHCONMIUPYIONMIEH  Tepamuu. a)  KIMHUKO-
remMaToloruueckas pemuccus; 0) tpombouuTsr Gomee 100x10/n, rpanynomuTel He
menee 1x10/m (Ge3 mnpuMeHEHHS KOJTOHMECTHMYIHpPYIOMEro (akTopa); B)
OTCYTCTBHE CHCTEMHOW WJIM OYaroBO WH(EKIMH, T) YIOBJICTBOPHTEIHLHOE
cocTrosiHue maiueHnTta; 1) ¢pakius BeiOpoca Oonee 50% (s KOHCOIUAALMH
pemuccuu ).

Konconupanus pemuccuu | — 610k CLAI

. Knanpubun 9 Mr/m> BHYTpUBEHHO KanenabHo 3a 30 muH, a1 1-5,Bcero
5 03 (cymmapHast 103a 45 mr/v®);




. Llurapa6bun 2000 mr/mM® BHYTPHBEHHO KamenbHO 3a 3 1 uepe3 4 4 OT
Hayvasa Kiaapuouna, nau 1-5,Bcero 5 103 (cymmapHas 103a 10000MF/M2);

. Vnapy6uuus 10 Mr/M° BHYTPHBEHHO KareldbHO 3a 1 4 kaxisie 24 u,
nau 3—-5,Bcero 3 10361 (cymmapsast 1o3a 30 MF/MZ);

. [{uTapabuH 3HI0IFOMOAIEHO B BO3PACTHOM JTI03UPOBKE, 1eHb 0.

Koncomupanusa pemuccun || — 610k CLAE

. Knanpubun 9 Mr/m> BHYTpUBEHHO KareabHo 3a 30 muHyT, nHU 1-5,
Bcero 5 103 (cymmapHast 103a 45 Mr/m°);

. Llurapa6bun 2000 mr/mM® BHYTPHBEHHO KamenbHO 3a 3 u uepe3 4 4 OT
HavaJjia BBEJACHUS Kiaapuouna, qau 1-5,Bcero 5 103 (cymmapHas no3a 10000
Mr/MP);

. Aromnosux 100 Mr/M° BHYTPHBEHHO KameldbHO 3a 1 4 uepe3 6 4 mocie
nuTapabuna, nau 1-3,Bcero 3 103b! (cymmapHas 103a 300mr/v?);

. [{uTapabuH 3HI0JIFOMOAIEHO B BO3PACTHOM JT03UPOBKE, 1eHb 0.

Koncommpanusa pemuccuu |l — 6aoxk AME-H

. Iurapabur 2000 Mr/M° BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxisie 12 d,
nau 1-4,Bcero 8 103 (cymmapHas 103a 16000Mr/M2);

. Orono3ug 500 MF/MZ, BHYTPUBEHHO KameibHO 3a 1 4, ngens 1,
(cymmapHast 103a 500Mr/m);

. MurokcanTpoH 15 MF/MZ, BHYTPUBEHHO KaIlleJibHO 3a 2 4, 1HU 3—4,BCEro
2 0361 (cymmapHas go3a 30 mr/v?);

. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, eHb 0.

B) ocTajibHbIe MaNMEeHTHI TPYNNBI MPOMEKYTOYHOTO PHCKA

Hnoyxyuonnass mepanus Bkimodaer omuH  Onok  [IXT (ADE-HAM),
coctosmuid U3 nByx ¢as. [IpoTmBomokazanuemM iyl Hayasia BTOPOu (pa3bl SBISIOTCS
KU3HEYTPOKAIOIINE  OCIHOKHEHUS:  TSKEIbIM  CENCUC,  HEUTPOIEHHYECKUU
DHTEPOKOJIUT, BHYTPEHHEE KPOBOTECUEHHUE.

| dasa — ADE

. [{utapadun 100 Mr/m> BHYTPUBEHHO KamenbHO 3a 1 4 kaxapie 12 4, qau
1-7,Bcero 14 no3 (cymmapHas jgo03a 1400Mr/M2);

. Srtono3ug 100 Mr/m> BHYTPUBEHHO KamenbHO 3a 1 yac kaxaple 24 yaca,
aau 1-3,Bcero 3 10361 (cymmapsas go3a 300 MF/MZ);

. HNaynopyounua 45 mr/M” BHYTpHBEHHO KarmelibHO 3a 1 gac kaxkisie 24
qaca, 1Hu 4—6,Bcero 3 10361 (CymMmMapHas 103a 135MF/M2);

. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, 1eHB 0.

Il dpaza — HAM

. Llurapa6bun 1000 Mr/mM® BHYTPHBEHHO KameabHO 3a 2 4 Kaxasie 12 4,
nau 14—15 Bcero 4 no3sl (CymMMapHas J103a 4000Mr/M2);

. MuTtokcantpor 10 Mr/M” BHYTpHMBEHHO KamelbHO 3a 1 u kaxapie 24 4,

aau 14—15 8cero 2 no3sl (cymmapsas go3a 20 MF/MZ).

Ilocmpemuccuonnas mepanusi cocTouT U3 3 0J10k0B KoHcoauaupyrorieit [TXT.
[Tpy HaMYMKM UASHTUYHOTO pOJACTBEHHOro AoHopa amwtorenHas TI'CK mpoBoautes
IOCJIe IEPBOro MM BTOPOTo 0j10Ka KOHCOIMAANUU (B 3aBUCHMOCTH OT TEXHUYCCKUX
BO3MOXKHOCTEH). Y CIIOBHS Hayana OJIOKOB KOHCOJMIUPYIOUICH Teparuu: a) HaJlu4ue



KIIMHUKO-TEMATOJIOTHIECKOW  peMuccud; ©0) TpoMOOmMTHl  OoJiee 100x10/x,
rpanymormtel He Menee AX10/n (Ge3 mpHMeHeHHS KONOHHECTHMYIHPYIOLIETO
dakTopa); B) OTCYTCTBHE€ CHUCTEMHOM WJIM  O4YaroBo  HMH(MEKIUH; T)
yIOBJICTBOPUTEIILHOC COCTOSHUE ManueHTa; 1) (pakmnus BeiOpoca Oonee 50% (st
KoHcoauaanuu pemuccuu ll).

Konconunanus pemuccuu | — 610k HD ARA-C+IDA

. Iurapabur 3000 Mr/M° BHYTPUBEHHO KalleNbHO 3a 3 4 Kaxisie 12 d,
nan 1-4,Bcero 8 103 (cymmapHas j103a 24OOOMF/M2);

. Wnapy6urmn 10 Mr/M® BHYTPHBEHHO KameibHO 3a 1 4 kaxabie 24 u,
nau 2—4,Bcero 3 10361 (cymmapHas 1o3a 30 MF/MZ);

. [{utapabun 3HI0IFOMOAIEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Koncomunanwmst pemuccun |l — 610k Capizzi

. Llurapabun 1000 Mr/mM® BHYTPHBEHHO KameabHO 3a 2 4 Kaxasie 12 4,
aau 1-2u 8-9,8cero 8 no3 (cymmapHas 103a 8000Mr/M2);

. L-acmaparunaaza 6000 ME/M? BHYTpHBEHHO KamemnbHO 3a 1 4 uepe3 6 4
nocie IV u VIl BBeaeHus nurapadbuna, nau 3u 10 (CymmapHas g03a 12000ME/M2);

. [{utapaOuH 3HI0IIOMOATBHO B BO3PACTHOM T03UPOBKE, JeHb O.

Konconunanus pemuccuu Il — 610k AME-H

. Iurapabur 2000 Mr/M° BHYTPUBEHHO KalleNbHO 3a 2 4 Kaxiasie 12 d,
nau 1-4,Bcero 8 103 (cymmapHas 103a 16000Mr/M2);

. dronosun 500 mr/m?, BHYTPHBEHHO KameiabHOo 3a 1 4, gens 1,
(cymmapHast 103a 500Mr/m);

. MurokcanTpos 15 mr/m°, BHyTPHBEHHO KamembHO 3a 2 4, mHH 3—4,
Bcero 2 10361 (cymmapHas go3a 30 Mr/v?);

. [{utapabun 3HI0IFOMOAIBEHO B BO3PACTHOM T03UPOBKE, eHB 0.

Tepanus malUeHTOB rPyNIbl BLICOKOI0 PUCKA

[lanenTam Tpynmbel BBICOKOTO pHCKa IMOKa3aHa o0s3aTelibHas ajuloreHHas
TPAHCIUIAHTAIMS TeMOMOATUYECKUX CTBOJIOBBIX KIIETOK B TEpBOM peMuccuu (mpu
HAJIMYUU MJACHTUYHOTO CUOJMHra — POJCTBEHHOM, MpPU €ro OTCYTCTBUM —
HepozacTBeHHOH coBMecTuMoi aio TI'CK).

Hnoykyuonnass mepanus Bkmoudaer ogudH  Onok  [IXT (ADE-HAM),
cocTtoamui U3 nByx ¢as. [IpoTuBonokazanueM Jjsi Hayaia BTOPOM (a3bl SBISIOTCS
JKU3ZHEYTPOKAIOIIME  OCJHOXHEHHMS:  TSDKEIBIM  CENCUC,  HEUTPONEHUYECKHM
SHTEPOKOJIUT, BHYTPEHHEE KPOBOTECUCHHUE.

| daza — ADE

. Llurapabun 100Mr/M> BHYTPHUBEHHO KanenbHo 3a 14 kaxpsie 12 4, quu
1-7,Bcero 14 no3 (cymmapHas n03a 14OOMF/M2);

. Aronozun 100 mr/m? BHYTPHUBEHHO KareiabHO 3a 1 u kaxkaeie 24 4, mHu
1-3,Bcero 3 10361 (CymMmmapHas 103a 3OOMF/M2);

. JlayHopyOurme 45 Mr/M? BHYTPHBEHHO KarenbHO 3a 1 4 xaxmsie 24 4,
nau 4—6,8cero 3 10361 (Cymmapsast go3a 135 MF/MZ);

. [{uTapabuH 3H10JIFOMOAIEHO B BO3PACTHOM JTI03UPOBKE, 1eHb 0.

Il daza — HAM




. Llurapa6un 1000 Mr/mM* BHYTPHBEHHO KameabHO 3a 2 4 Kaxasie 12 4,
nau 14—15 8cero 4 no3sl (CyMMapHasi 103a 4OOOMF/M2);

. Murokcautpor 10 mr/m? BHYTPHBEHHO KamenbHO 3a 1 4 kaxple 24 4,
aau 14—15 8cero 2 1036l (cymmapaas go3a 20 MF/MZ).

Ilocmpemuccuonnas mepanus COCTOUT U3 1—2 GJIOKOB KOHCOJUIUPYIOIIEH
I[IXT. VYcnoBus Hayana OJOKOB KOHCOJUIAUPYIOIICH Tepamuu:. a) KIMHUKO-
reMaToNorHdecKasl peMuccus; 6) tpomGouuts! Goxee 100x10/n, rpanymouuTs He
menee 1x10/m (Ge3 mnpuMeHEHHS KOJTOHMECTHMYIHpPYIOMEro (akropa); B)
OTCYTCTBHE CHCTEMHOW WJIM OYaroBO WH(EKIMH, T) YIOBJICTBOPHTEILHOE
COCTOSIHME TallMeHTa. BceM marmueHTam TpyNmbl BBICOKOTO pPHCKa TIOKa3aHa
auorenHas  TI'CK. B 3aBUCMMOCTM  OT  TEXHHUYECKMX  BO3MOXKHOCTEH
TPAHCIUTAHTAIMS TIPOBOJUTCSA TIOCIE TEPBOTO WJIM BTOPOTO OJIOKA KOHCOJUIAITUH.
[Ipy  oTCyTCTBMM  BO3MOXHOCTH  HEMEIJICHHOW  TpaHCIUIAHTAIIMM  TIOCJIE
KoHconmumanuu |l mpu BOCCTAHOBICHHOM TEMOIOd3€ MAlMEeHTaM Ha3HAYaeTcs
MOIJep/KUBAIOIAs Tepamis: 6 MepkamromypuH 50 Mr/m® Per 0S eKEIHEBHO H
nutapadbun 40 Mr/m> BHYTpUBEHHO 1 pa3 B JicHb A s nonpsn kaxasie 14 queit
710 TIOCTYIUICHUS B OT/ICTICHUE TPAHCTUIAHTAIIMH KOCTHOTO MO3Ta.

Konconunanus pemuccuu | — 610k HD ARA-C+IDA

. Iurapabur 3000 Mr/M° BHYTPUBEHHO KAleNbHO 3a 3 4 Kaxisie 12 d,
nau 1-4,Bcero 8 103 (cymmapHas 103a 24000Mr/M2);

. Wnapy6urmn 10 Mr/M® BHYTPHBEHHO KameibHO 3a 1 4 kaxabie 24 u,
nau 2—4,Bcero 3 1036l (cymmapHast 1o3a 30 MF/MZ);

. [{utapabun 3HI0IFOMOAIBEHO B BO3PACTHOM T03UPOBKE, eHb 0.

Koncomunanmst pemuccun |l — 6110k Capizzi

. Llurapa6bun 1000 Mr/mM® BHYTPHBEHHO KameabHO 3a 2 4 Kaxasie 12 u,
nan 1-2u 8-9,8cero 8 no3 (cymmapHas no3a 8000Mr/M2);

. L-acraparuaaza 6000 ME/M? BHYTpHBEHHO KamenbHO 3a 1 4 uepe3 6 4
nocie IV u VIl BBeaenus nurapadbuna, nau 3u 10 (CymmapHas g03a 12000ME/M2);

. [{utapabuH 3HI0IIOMOATBHO B BO3PACTHOM T03UPOBKE, eHb O.

IMpopuaakruka u gedyenue nopaxxkenuss IHC

IHHC |. Bce marueHThl OTy4yaroT 5 MHTpaTeKalbHBIX BBEACHUHN IUTapaOUHa B
BO3PACTHOM JO3UPOBKE mepen KaxabiM OmokoM [IXT u mocrie mocienHero Kypca.
Jlo3el 1uTapabuHa B 3aBUCHMOCTH OT BO3pacTta ykaszanbl B TaOm. 1. [lamumeHTsI C
INV(16) mosygaroT MpodrIaKTHIECKOe KPAaHHATHLHOE 00JlydeHHE B CYMMApHOU J103€
18Tp 1 2 HOTIOTHUTENLHBIX MHTPATEKAILHBIX BBEJCHUS BO BPeMsi OOTyUeHUS.

Tabmuma 1
Jl03b1 MHTpaTEKAILHOTO ITUTapabuHa B 3aBucHMocTH OT Bo3pacTa u [[HC-cTaTyca
Bo3spact IMHC-craryc | IMHC-craryc -1V
o 1rona 26 Mr 30mr
1-2rona 30mr 36Mr
2-3roma 36 Mr 40 mr
Crapmie 3-x net 40mr S50mr




IHC |l. Bce mnauueHThl HE3aBUCHUMO OT IMUTOIN€HETUYECKOTO BapHaHTa
MOJIYy4YaloT €KEHEIC/IbHbIE MHTpPATeKaIbHbIE BBEJICHHS IUTapabuHa B YBEIMUYCHHBIX
no3ax (Tab;a. 1) 10 MOMEHTa caHalMM JUKBOpPA, HO HE MeHee 3 pa3. Eciu manueHTty
JUIS CaHAIlMU JIUKBOpa MoTpedyercs Oojiee 3-X 3HAOJIOMOATBHBIX BBEJCHUH, TO B

. 2
JaJbHEUIIIEeM OH II0Jy4YaeT BBICOKHE (3000 Mr/m°) nmo3bl nuTapabuHa B
KOHCOJIMJIALIASIX U KpaHUAJIbHOE O0TyUCHHE.

IHC 1llI-1V. Bce nmanueHThl HE3aBUCHMO OT IIUTOI€HETUYECKOTO BapHaHTa

MOJTYYarOT €KEHEICTbHbIE WHTPATCKAIbHBIC BBEICHUS UTapaOWHA B YBEIHMUYEHHBIX
703aX 10 MOMEHTa CaHAIlM{ JIMKBOPA, HO HE MeHee 3-X pa3. DTH JHIA MOIYYaroT
BBICOKHE JI03bI IUTapaOnHa B MIEPBOI M BTOPOM KOHCOMMAALUAX B pa3oBoi go3e 3000
mr/M®.  TlarmeHTsl, y KOTOPBIX CAHALMS JIMKBOpA HE JOCTHTHYTAa  3-Ms
MHTPATCKAILHBIMU BBEJICHHSIMH, IOJy4alOT KpaHHAIbHOE OOJIy4YeHHE B CyMMAapHOM
no3e 18I'p (metssm no 3-x yiet 00IydYCHHE HE IPOBOIUTCS).



