MIHICTSPCTBA > MMHHCTEPCTBO

AXOBBI 3JAPOVS 3TPABOOXPAHEHH
POCIIVBJIKI BEJIAPYChH PECITYBJIIMKH BEJIAPYCH
IIACTAHOBA IIOCTAHOBJIEHUE

<<_/[2_» ‘u‘ff/ééz 201{ r. Ne //

r. Minck r. Munck

O06 yTBEepKIEHHUH KJIMHUYECKOTO
NpoToKoJia «J[MarHoCTHKa | JieueHHe
MAlMEeHTOB cTapiie 18 jier ¢ BHOBB
JINarHOCTHPOBAHHEIM OCTpPEIM
MHEJOHUIHBIM JIEHKO30M)»

Ha ocHOBaHMM a03ala CeIpMOro 4YacTH IepBoii cratbd 1 3akoHa
Pecny6bmuku bemapycs ot 18 uions 1993 roma «O 3apaBOoOXpaHEHMH» B
penakuuu 3akoHa PecryOmuku benapyce ot 20 mrons 2008 roga u NoAmyHKTa
8.3 mynkra 8 Ilosmoxenus o MuHucTepcTBe 3ApaBooXpaHeHHs PecrmyOnuku
Benapycs, yrBepxxaeHHoro nocraHoBieHrneM CoBera MunuctpoB Pecry6mnku
benapyce ot 28 okTabps 2011r. Ne 1446 «O HekoTOphIX BOIpoOcax
MunucTepcTBa 3paBOOXpaHEHUs M Mepax Mo peanu3anuu Ykasa IIpesugenrta
Pecny6Gnuku Benapyce or 11 asrycra 2011r. Ne 360», MwuHHCTEpCTBO
sapaBooxpanenus Peciy6nuku benapycs [IOCTAHOBJISIET:

1. YTBepauTh npwiaraeMblii KJIMHUYECKUH NMPOTOKOJN «J(MarHOCTHKa H
Jie4eHHe MAlUEHTOB cTapuie 18 JieT ¢ BHOBb JUArHOCTHPOBAHHBIM OCTPBIM
MUETIOUIHBIM JIEHKO30M». |

2. HacTosimee NOCTaHOBIEHHE BCTYINAET B CHIY qepes n;rrHanuaTL
pabounx qHeit mocse ero NoANHCcaHus.

MunucTtp e BI/I Kapko

>
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YTBEPXJIEHO
IloctanoBiienue
MuHHKCcTEpCTBA 30paBOOXPAaHEHUS

Pecmy6iiku benapychb
A0 e f 2016 Ne 4/

KIIMHUYECKUIM  ITPOTOKOJI

«Iuarnocruka, u JIeYeHue
IIallUeHTOB cTapiie 18 yeT ¢ BHOBb
IUarHOCTUPOBAHHBIM OCTpPBIM

MHUEJIOUIHBIM JIEHKO30M»

TJIABA 1
OBIIUE [TOJIOXEHUS

1. Hacrosmuii  KIMHUYECKHA TPOTOKOJ  YCTaHaBJIMBaeT  obmue
TpeOOBaHUs K JHArHOCTUKE M JIEUEHHWIO MAIlMEeHTOB cTapiue 18 JIeT ¢ BHOBb
JUArHOCTHPOBAHHBIM OCTPHIM MHETOUIHBIM JIEHKO30M.

2. Jlns ueneil HacCTOAIIErO KIMHUYECKOTO IPOTOKOJIA HCIOJB3YIOTCS
OCHOBHEBIE TEPMHUHEI U HX ONpeeeHus B 3HAaUEeHUSX, YCTAHOBJICHHBIX B 3aKOHE
PecriyOonmuku bemapyce ot 18 mioHs 1993 roma «O 3apaBOOXpaHEHHMH»
(Bemamacui Bspxoynara Casera Pacmy0uiki benapyce, 1993 r., Ne 24, c1. 290;
HanuvoHanpHEIH peecTp  mpaBoBHIX akToB PecmyOmuku bemapycs, 2008 r.,
Ne 159, 2/1460), a Taioke cieayrolue ONpeaeIeHUs:

OCTpHIf MHeNTOUIHBIA Jelko3 (manee — OMJI) — 31M0KaYeCTBEHHOE
3abojieBaHHEe KPOBETBOPHOM TKaHH, NPH KOTOPOM DaHHHE MPeIIIeCTBEHHUKH
reMoIo33a MpeKpamaT JaibHeinyo AuddepeHIUpoBKy Ha CaMEIX PaHHHX
JTanax pa3BUTHUS;

TIONIHAsl PEMHCCHS: OTCYTCTBHE KIMHHYECKHX CHMITOMOB neAKeMuH,
<5% 6y1acTOB B HOPMOKJIETOYHOM KOCTHOM Mo3re; >1,0 x10’ /n rpaHynonnTOB
1 >100 x10°/1 TpOMGOLUTOB B reMOrpaMMe; OTCYTCTBHE 3KCTpaMCI[yJ'IJ'ISIpHOI‘O
nopaxeHus. OLeHKa JOCTHKEHUS PEMUCCHH TPOBOAUTCS MOCTIE NIEPBOTO Kypca
7+3 ¢ 3CcKaMpPOBaHHBIMU J03aMH aHTPALMKINHOB; |

napiuajgbHas pemuccus: 6mactel >5%, Ho <15% B KOCTHOM Mo3re, >1,0
x10°/1 rpanynouuToB 1 >100 x10°/1 TPOMGOIUTOB B I‘eMOI‘paMMe, OTCYTCTBHE
SKCTpaMERYJUIAPHOrO MOPAXKEHHUS; e

MOMHBIA OTBET: GNACTEL B KOCTHOM MO3Te < 5%, HO _ OTCYTCTBYET
BOCCTAHOBJIEHHE T€MOII0333;

pedpaKTepHOCTh: OTCYTCTBUE IIOJTHOM PEMHUCCHH MOCJIE . MPOBEICHUA



JIBOWHON UHIYKLHUU;

peuuauB: > 5% OnactToB B KOCTHOM MoO3re WiIM  J1oboe
JKCTpaMENYJUIIPHOE TOpaKEHHE HE MEHee uYeM uepe3 1 Mecsdl Iocie
yCTaHOBJIEHUs TIEPBOH NOJIHON KIMHUKO-T€MaTOJIOTHYECKON PEMUCCHH;

o0Ias BBDKMBAEMOCTh: NMPOAOJIKUTEILHOCTD )KHU3HU OT JaThl JAMardosa
OMUJI o netanbHOro UCXOAA;

OeccoOBITHIHAs BBDKMBAEMOCTh: OT AaThl nuarHoza OMJI no MomeHTa
pEeLMIMBA WIN JIETAIBHOTO UCX0/Ia OT JIIOOBIX TIPUYMH;

Oe3peLMMBHAs BBDKMBAEMOCTh: OT MOMEHTA JOCTH)KEHHUS PEMHCCHH /10
pelManBa; CMEPThb NO NPUYMHAM, HE CBA3aHHBIM C OCHOBHBLIM 3a00JieBaHHEM
3/1eCh HE YUUTHIBAETCH;

Heiiponefiko3:  y00oe  KoiuyecTBO  OjacTOB B IMTOIpemnapare,
HEOOBACHUMOE KOHTaMHMHAalLlMell JHMKBOpa mnepudepuueckoil KpOBBIO HIIH
KOCTHBIM MO3IOM NpH paHEHUH NO3BOHKOB; UM Oonee 5 MOHOHYKJIeapoRB B 1
MKJI JIMKBOpa JaXe NMpH OTCYTCTBHUU ONacTOB; W/WIM CHMIITOMBI MOPaXEHHUs
YEPENHO-MO3IrOBbIX HEPBOB HIIM HMHAsg HEBpPOJIOTMYECKass CHMITOMATHKA,
CBSI3aHHAsl C XJIOPOMHBIM POCTOM.

3. B cootBeTcTBHU ¢ MexnyHapoJHOI cTaTUCTHUECKOH Kilacchupukamnuen
OonesHell M 1npodieM, CBSI3aHHBIX CO 3IO0POBBEM, MAECATOTO MEepPecCMOTpa,
npuHiATOM B 1989 romy copox Tperbeil ceccueit BcemupHoit accambiien
3npaBooxpanenuss OMJI knaccupuuupyercs, kak: C92.0 OcTpbiii MUETOUIHBIIH
neiiko3; C92.3 Muenounas capkoma; C92.4 OctTpelii NpOMHETONUTAPHBIH
neiiko3; C92.5 Octpbiii MuenomoHouutapHeii Jneiiko3; C93.0 Octpwiii
MOHOILIUTApHBIN JIEKKO3.

4. Ilpn nposenenun auddepeHUHaTIbHOTO AuarHosa Mmexay OMII wu
JPYTUMH 3JI0KaYECTBEHHBIMHU 3a00JIeBaHUSIMU KPOBETBOPHOM TKaHHW OCHOBHBIM
KpUTEpHUEM sBIIsieTCsE oOHapykeHue 6omnee 20% 61acTOB B KOCTHOM MO3Te.

I'JTABA 2
KIIACCUOUKAIIUA OMII
5. Wnentuduxanus OCHOBHBIX BapHaHTOB OCTPBIX JIEKO30B
Oasupyercs Ha HUTOMOP(}OIOTHYECKOIA, UTOXUMHUYECKOM,

MMMYHO(QEHOTUIIMUECKOM U LUTOTE€HETUYECKOH XapaKTepUCTHKaX ONacTHBIX
KJIETOK KOcTHOro Mosra. llutomopdosoruueckass U UUTOXUMHUYECKas
XapaKTepHUCTUKA ONacTHBIX  KJIETOK  SIBIAIOTCS  OcHOBO  Ppanko-
AmepukaHo—bputanckoii (nanee - ®Ab) kinaccubukauu OCTPHIX JIEHKO30B.

6. Beigenstor cnenyromue Bapuantsl OMJI no ®AB:

MO — ocTpeiii MUENOONACTHBIN JIEWKO3 C MUHUMAJIbHOW MHEIOMIHOM
nuddepenuupoBkoii. Ilpn nanHoii popme nefikoza Onactel 0e3 3epHUCTOCTH
coctrapisitor Oonee 30% wmuenokapuountoB. Menee 3% OnactoB coaepkar
IMOUABl WM MHenonepokcuaasy. brnacTel oTHocsTcs k Muenobnactam mno
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pesyibraraM ¢enotunuponanus (CD13+, CD33+, CD34+, CD7+, CD117+,
CD38+, HLA-DR+, MPO-);

M1 — octpriii MuenobnactHblil neiiko3 6e3 co3peBanus. bnactel 6e3
3epHUCTOCTU HWIM C €AWHUYHBIMH a3ypoQWIbHBIMU TpaHyJaMH, MOTYT
colepkaTh Tenblla Ayspa; Hykieonbl enuHuuHble. bonee 3% OnactoB
NEPOKCUAA30MOJIONKUTENBHEl W colepaT JUNuiabl. biacTHbele KIETKH
akcnpeccupytor CD13+ CD154, CD33+, HLA-DR+, CD34+, MPO+;

M2 — ocrtpplii MuenoOnacTHeld Jieko3 ¢ co3peBaHuMeM. biacThl
MOP(OJIOrHUecK! ¥ IIUTOXMUMHUUYECKH He oTauyatorcs oT M. Ilanouku Ayaspa,
KaK MNpaBUjiO, €JUHWYHBIE, OOBbIUHble. MHUENOUUTH, METaMHUETOLMUTH U
T'PaHyJIOIUTHl MOTYT OBITh BBISBJIEHHl B BapuabenbHOM KoiuuecTBe (Ooiee
10%) ¥ 4acTo MMEIT HEHOpPMalbHYIO Mopdonoruio. MoHOIMTapHBIE KIIETKH
coctaBisaioT MeHee 20% HEIPUTPHOITHYECKUX KIIETOK. biacTHble KIIETKH
skcnpeccupytror CDI11, £, CD13+, CDI15+, CD33+, HLA-DR+, CD34+,
MPO+;

M3 — ocTpblii NPOMHUENOUUTAPHBIN JIeliKo3. bosblias 4acTe KIIETOK
COOTBETCTBYET HEOIJIAaCTUUECKUM NpomuenonuTam. KneTku yacto paspylieHsl,
TaK YTO MOXXHO BBIABHTb CBOOOJHO pacCHOJIOKEHHBIE TPaHyJibl U MaJOYKH
Ayspa. Sapa 671acTOB pacnosiokeHbl 3KCLEHTPUYHO, BapbUPYIOT B (opMe M
pa3Mepe, 4acTO COCTOSIT M3 ABYX AoJieil. bnacTHble KIETKH 3KCIPECCHPYIOT
CD13+, CD33+, pexe CD11,.+, CD15+, no He HLA-DR (xapaxtepHas
ocoberHocts OITJI) u CD34;

M4 — ocTphlii MuenoMoHOONacTHBIM Jeliko3. OOlee KOIHUYECTBO
O51aCTOB B KOCTHOM Mo3re cocraBisieT Oonee 30%, npu stom 6onee 20%
61aCTOB KOCTHOTO MO3ra H/umu Gonee 5x10°/1 kneTok nepudepuueckoii KpoBH
— MOHOOJIACTHI, IPOMOHOIMTH WJIM MOHOUMTHI. JlnarHo3 M4 craBiaT B TOM
clayuyae, KOrja HM3MEHEHHs B KOCTHOM MO3Te COOTBETCTBYIOT M2, HO B
neprdepuyeckoii KpoBH 0OHapyXuBaloT Oosee 5,0x10°/1 MOHOLMTApHBIX
K1eToK. IIpOMOHOLUTE W MOHOLMTHI OTJAMYAOTCA OTUETINBOH aMbdysHOH
peakuuell Ha Halpude a-HadTuiIalerardcrepasbl, HHrHOMpyemod NaF.
Bnactaele knerku okcopeccupytor CD11,.+, CD13+, CDI14-,CDI15+,
CD33+,CD64+, HLA-DR+. Taxxe otmeuaercs koakcmpeccus CD4. CD34
MOKET KOIKIIPECCHUPOBATHCS C MUEIOUAHBIMU MapKepamH.

M5 — ocTphiii MoHOGNacTHBIH Jefiko3. biactel cocrapisor 6onee 30%
MueIoKapruouToB. B xocTHOM Mo3re 80% 1 Oonee HEIPUTPOUAHBIX KIIETOK
COCTaBJIIIOT MOHOOJIACTHI, TPOMOHOIMTEI U MOHOLUMUTHL. M5 mo Tumy 671aCTOB
paszensior Ha aBe Gopmel: M5a — MoHOONMacTH cocTaBisoT 80% unu Gonee
Bcex 6ractoB; M56 — MoOHOGMAcTH cocTaBisitoT MeHee 80%, a oCTaJlbHbIE —
IIPOMOHOIIUTEl ¥ MOHOLIMTHI, IPUUEM TIOCIIEJHUE COCTABIAIOT B cpenneM 20%
6nactoB. biactHele kieTku skcnpeccupyrotr CD11, .+, CD13-, CD14-,CD15+,
CD33+,CD64+, HLA-DR+, CD4+.

M6 — ocrpelii 9puTpoMueno3. B KpacHOM KOCTHOM  Mo3re
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SPUTPOKAPUOLUTHl cOCTaBIsAIOT Oonee 50% Bcex KIETOK, XapaKTepU3YIOTCS
J07bYaTOCTBIO ¥ (parMeHTalueil siapa, MHOTOSIEPHOCTBIO, THTaHTCKMMH
popmamu. brnactel cocrapisior Gonee 30% HEIPUTPOUIHBIX KIETOK M MOTYT
OTHOCUTBCA K mobomy u3 @DAb-BapuantoB OsactoB, kpome M3. Taxkue
SPUTPOOJIACTBI  YacCTO  BHIXOAST B mnepudepuyeckyro  KpoBb. s
SPUTPOKAPUOLIUTOB XapakTepHa AMQQYy3HO-TpaHylspHas peakluds Ha a-
HadTHIaneraTacTepasy.  bnactHele  kieTku  skcmpeccupyror  CD33+,
CD34+,HLA-DR+, CD36+, CD38+, Gly A+, 7.1+.

M7 — octpeiii MerakapuoOnacTHbiid Jeiko3. Csreiie 30% KileTok
COCTABJIAIOT He3penble, O4YeHb nNoiauMopdHeie Onactel. YacTo CHIBHO
0azopuibHas nUTOmJa3sMa OiacToB oOpasyer TmiceBmONOAMH. PyThHHAas
IUTOXMMHS HE TMOKasarejabHa. brnacTHble kieTku sxcrnpeccupytor CD41+,
CD42b+ u CD61+.

7. Pemennem BceemupHol opranusauuu 3npaBooxpaHeHus B 2008 romy
YyTBEpXKJ€Ha KiacCU(UKalMs OCTPOro MHENOHIHOrO JIeHK03a, CXOJIHBIX
NpeALIECTBYIOIIMX reM0o0JIaCTO30B M OCTPHIX JIEHKO30B COMHHUTEJILHOM JINHUU:

OMUJI ¢ xapaKTepHBIMHA T€HETUYECKUMH aHOMAJIUSIMH:

OMUJI ¢ t(8;21)(g22;922); RUNX1-RUNXITI;

OMIJI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;922); CBFB-MYH11

OINI ¢ t(15;17)(q22;q12); PML-RARA

OMIJI ¢ t(9;11)(p22;923); MLLT3-MLLT

OMUIJI ¢ t(6;9)(p23;q934); DEK-NUP214

OMII ¢ inv(3)(q21926.2) nnu t(3;3)(q21;926.2); RPN1-EVI1

OMJI (merakapuobnacthsiii) ¢ t(1;22)(p13;q13); RBM15-MKLI1

OMIJI ¢ u3MeHeHUsIMH, aCCOLIMMPOBAHHBIMU C MUENOANCILIa3HEN

MuenonponudepaTuBHbie 3a0o0JieBaHusl, acCOLIMMPOBAaHHbIE C
NpeALIECTBYIOIIEH XUMUOTEpAITUE.

OMUJI nnaye He cnenULHPOBAHHBIN

OMUJI ¢ MuHnMansHON AuddepeHpOBKO

OMUJI 6e3 co3peBanus

OMUII ¢ co3peBaHueM

OcCTpblii MHEJIOMOHOLIMTAPHBIN JIEHKO3

OcTpslif MOHOOTACTHO/MOHOLIUTAPHBIH JieHK03

OcTpblii 5pUTpOOIACTHBIN JIEHKO3

OcTpeiii Merakapruo0JIacTHBIH JIEHKO3

OcTpbiii 6a30pHIIBHBIN JIEHKO3

OcTppiii  MmaHMueno3 ¢ Muenopudpo3oM  (CUHOHMM:  OCTpHIH
MHenopudpo3; OCTPBIH MHENOCKIIEPO3)

Muenonanass capkoma (CMHOHUM: 3KCTpaMedyJUIsipHas MHUEJIONAHAs
OIyXO0JIb; IpaHyJIOIUTapHasi CapKoMa; XJ0poma)

MuenonponudepaTiuBHbie 3a00NeBaHUs, COMYTCTBYIOLIME CHHIPOMY

Hayna



TpaH3UTOpHBI aHOMAJBHBI MMEIONO033 (CHMHOHMM: TPAH3HTOPHOE
MHENONpoJindepaTUBHOE PACCTPOHCTBO)

OMUJI, acconuupoBaHHbBIN ¢ cMHApoMoM JlayHa

brnacTHoe mNaa3MOIMTOMAHOE HOBOOOpa3OBaHHME M3  AEHAPUTHYECKHX
KJIETOK

OcTpele leHKeMUH COMHUTENIBHOMN JIMHUM

Octpriii HenubdhepeHLMPOBaHHBIN JIEHKO3

BudenoTnuYecKuii ocTphIii Jaeiikos ¢ 1(9;22)(q34;q11.2); BCR-ABLI

Budenorunuyeckuit ocTphlii aeiikos c t(v;11q23)

BbudenoTunuueckuii ocTpslii neiikos, B/muenonn.

Budenorunuueckuii ocTpriii neikos, T/muenona.

I'JIABA 3
JTUATHOCTHUKA OMJI

8. lluTomopdonornueckoe HCCIENOBaHAE acnupara KOCTHOIO Mo3sra
gBisieTcs 06g3aTeIbHBIM MeTonoM NipH nogo3penun Ha OMJL. Kpurepuem nus
ocTaHoBKH auarno3a OMJI sBisieTcss oOHapyXeHHe B KOCTHOM mo3sre > 20%
6/1aCcTOB, OTHOCALMXCS K  MHEJIOUAHOM JIMHUM  KPOBETBOPEHHMsS 32
uckmouennem OMJT ¢ t(8;21), t(15;17), inv(16) umu t(16;16) u HeKOTOPHIX
CJIy4aeB pUTPOJIENKEMHH.

7. /MMyHODEHOTHIMPOBaHHE C HCHOJB30BAHHEM MHOIOLBETHOH
NPOTOYHON UMUTOGIIyOPHMETPHH TPUMEHSETCA AJd ONpeNesIcHHs KJIETOYHOM
JIMHUM, K KOTOpOH OTHOCATCS KIOHabHbIE KiIeTKH. Jlns OosbLIMHCTBA
MapKepoB ompejeneH kpuTepuidi 20% u  OGomee OJIaCTHBIX  KIIETOK,
skcnpeccupyrouinx aanHbii CD. JlaHHBIH METOA SABJACTCSA 00s13aTENbHBIM IS
moctaHoBKU amarnoza OMIJI ¢ MuHMMaIbHOM IHdGEpEeHIPOBKON, OCTPOTO
MerakapHo6IacTHOrO JeiiKo3a i GHEHOTUIIMYECKAX OCTPBIX JIEHKO30B.

8. lluToreHeTMYeckoe  WCCIEJOBaHHE SBIAETCS  00s3aTENbHBIM
KOMIIOHEHTOM [IMardOCTUKM mpu mnomo3pennmr Ha OMIL Jlns azfexBaTHOro
aHAJIN3a HOPMAJILHOro KapHoTHIIa U OOHAPYKEHHS CTPYKTYPHBIX U MHCICHHBIX
AHOMAJIMil XPOMOCOM HEOOXOIUMO HMCClieoBaHME MMUHUMYM 20 MeTada3HbIX
KJIETOK.

9. MonekynspHasi LUTOTCHETHKA BBHINONHIETCA C UCIbIO BBIABICHWS
TeHHBIX EPECTPOEK WK MOTEPH XPOMOCOMHOI0 MaTepuaa.

I'JIABA 4
JIEYEHUE OMJI

10. OcuoBubiM MeTogoM Jedenus OMIJI sBisiercss mnporpaMmHasi
LIATOCTATHYECKAs Tepanusi, THTEHCUBHOCTb KOTOPOH COOTBETCTBYET MpPOTHO3Y




3a00JIeBaHHs Y KOHKPETHOTO MalMeHTa M €ro OTBETY Ha TEPANMIO HAa KaXKIOM
ee JTare.

10.1. TIloka3anusi Kk TpuMeHeHUto. [IporpaMMHYI0 LHMTOCTAaTHYECKYIO
TEpanuio NPUMEHSIOT AJIs Ie4eHHsl MaleHToB B Bo3pacTe ot 18 mo 60 ner (59
ner 11 mecsueB) ¢ BHOBb auarHoctupoBaHHeiM OMJI: MO-M2, M4-M7 1o
®Ab-knaccudpukanum, Kpome:

NOJIy4aBIIMX paHee XMMUOTEPAIHIO TI0 MOBOLY 3TOro 3a00JIeBaHus;

NOJYYaBIIUX paHee JIyuyeBYIO UM LMTOCTaTUYECKYIO TEPAIHIO 10 MOBOILY
APYTrUX OHKOJIOTHYECKUX 3aboneBaHuil (JIMMQOMBI, paK MOJIOYHOH JKeNe3bl
Jpyrue);

UMEIONINX MPEALECTBYIOLUINI MUETOAUCIIIIACTUIYECKHH CHHIPOM;

CTpafaromuX 01aCTHBIM KPU30M XPOHHYECKOI0 MHUEIIOJIEHKO3a.

10.2. IIpotuBonokaszanus K NIPUMEHEHUIO IpOrpaMMHOM
IUTOCTATHYECKOHN Tepanuu y NalueHTa:

3aCTOMHAs CepJevHas HelIOCTaTOYHOCTb, HECTaOWIIbHas CTEHOKapaus,
HapyLIEHHs CEPAEYHOr0 PUTMA U TPOBOAMMOCTH, OCTPHIA IEpHOA HUH(papKTa
MUOKap/a;

TspKenasi MHEBMOHMs (JAbIXaTeNibHasi HeJOCTaTOYHOCTh - OJBIIIKa OoJiee
26-28 npIxaTeabHbIX ABMKEHHUH B MUH., THIIOKceMHUs MeHee 70 MM pT. CT.);

1oYeyHass HeAOCTAaTOYHOCTh (YPOBEHb CHIBOPOTOYHOIO KpeaTHHHHa
6osiee 0,2 MMOJIB/J1, KIMPEHC KpeaTHHUHA MeHee 60 MJ1/MUH);

[e4yeHouHasd  HeJOCTaTOYHOCTh  (3a  HMCKIIOYEHMEM  CIIy4aes,
00YyCIIOBJIEHHBIX JIEHKeMHUUeCKOi MHOUIbTpalMel opraHa), OCTPbIA TenaTuT
(ypoBEHb CHIBOPOTOYHOro Ounupybuna Oonee 1,5 HOpPM, TIOBHIIICHHE
tpancamuas (AAT u AcAT) Gonee 3 HOpM, IPOTPOMOMHOBEI HHAEKC MEHEe
70 %));

cencuc (HeKynupylolascs aHTUGHOoTHKaMu nuxopazaka ceeime 38°C,
CEeNTUKO-IMEMHYECKNE OYaru, HECTaOUILHOCTh TEMOJUHAMUKN);

yrpoXKarollie J>KM3HH KpOBOTEYEHMs (KENIyJOYHO-KUIIEYHOIO TPaKTa,
MAaTOYHEIE, KPOBOU3JIUSAHUS B TOJIOBHOH MO3T);

TSDKeNble IICUXHYecKHe HapylieHus (Opell, TsDKEJIBIH JEeNpECCUBHBIA
CHUHJIPOM);

du3nueckass HECOCTOSTENbHOCTb, Tpebylolas MOCTOSHHOIO YyXOJAa,
KaxekcHs (YpoBeHb o01ero 6enka Huxe 35 r/m);

OCTpbI€ TUIIO- Y TMIIEPIIIMKEMUYECKHE COCTOSTHHUS;

JpyrHe CONYTCTBYIOLIME OHKoJornueckue 3aboneBanus (pak Jerkux,
MOJIOYHOM JKeJIe3bl, XKeITyJIKa U APYTHE).

11. IIporuosupoBaHue 1 olieHKa 3G HEKTUBHOCTH TEpanuy.

IMokazarenamu 3¢ dexkruBHOCTH Jeuennss OMJI sBistores:

BEPOSTHOCTh JIOCTHIKEHHsl KJIMHMKO-T€MaTOJIOTHYEeCKON pEeMUCCHH M
CHI)KEHHME JIeTATbHOCTH, OOYCIIOBJEHHONW TOKCHYHOCTBIO LHUTOCTATHYECKOH
TEparnuy;



yYMEHBIICHHE BEPOSITHOCTH PELININBA;

yBeJIMUeHUe oO0mieil U CcBOOOJHOW OT OOJIE3HH TMPOJOJKHUTENILHOCTH
YXU3HU NallIEHTOB.

12.  MakcumanbHass 3(QQEKTUBHOCTh JICUEHHS JOCTUTaeTcs  ero
MHTEHCHU(UKalueld (yBeIMYEHHEM [J103 IUTOCTATHMYECKUX JICKAPCTBEHHBIX
CPEACTB) B COOTBETCTBMM C WHIWBHUAYAIbHBIM TMPOTHOCTHYECKHM HpoduiieM
naryeHTa.

12.1. Jlo Havyana tepanuu OMIJI MeTonoM IIECTHIBETHOH IPOTOYHOM
UUTOMETPUH ONPEIENSIOT IapaMeTphbl JeiKo3acCoMUpOBaHHOTO (eHOoTUMa
(nanee — JIA®) MuenonaHbIX OJACTHBIX KJIETOK KOCTHOTO MO3ra mHalyeHTa H
OTHOCUTENBHOE COAEpPKaHUE MHENOUJIHBIX OnacTHeIX kieTok ¢ JIAD,
3KCIpeccUpyoluX anbda penentop uHTepieikuna-2 — CD25 (nanee — CD25+
KJIETOK).

12.2. lo Hayayna TepanuM OMNPENEsIOT TaKKe IeHEeTHUYeCKHil Nmpoduib
naguMeHTa (LUTOT€HETUYECKHE U  MOJIEKYJspHO-TeHeTHYeckue (aKTopsl
IPOTrHO34).

12.3. Ilpu congepxxanun CD25+ kneTok a0 Hauyana nedenus Menee 10% u
npu orcytcTBUH (0%) Kietok ¢ JIA® nmocne nepBoro Kypca Tepanuyd HHIYKIHHA
PEMUCCUU IO IPOTOKOIY «7+3» € 3CKaNMPOBAHHBIMU [103aMH aHTPALIUKJIMHOB
OTPaHUYMBAIOTCS OJHHM KYpPCOM HHAYKIMH PEMHUCCHUM, MAlMEHTa NEPEeBOAST
Ha TEepanuio KOHCOMUAAIMM PEMHCCHU C BBICOKMMM J03aMU LiUTapabuHa 1o
nportokony HiDAC.

12.4. Ilpu copepxkanun CD25+ xnetok no Hayana jeyeHus MeHee 10% u
kietok ¢ JIAD nmocne kypca uaaykuuu 0,01% u Oonee nmpoBoAsT ABa Kypca
WHAYKUMM PEMHUCCHHM 1O IMPOTOKONYy «7+3», mnpudyeM TMeEpBBIA Kypc C
SCKaJMPOBAaHHBIMH a BTOPOH CO CTaHAAPTHBIMU J03aMHU @HTPALMKIINHOB.

12.5. TIpu conepxanuu CD25+ knerok no Hauana siedeHus 10% u Gonee
1 npu orcyrctBuu (0%) xnerok ¢ JIA® mnocne mepBoro Kypca HAYKLMH,
MPOBOJAT JBa Kypca MHAYKIMM PEMHCCUMM MO MPOTOKONYy «7+3», mpuyeMm
NEPBBIA KypC C 3CKAIMPOBAaHHBIMHU, a BTOPOH €O CTaHAApTHBIMH J03aMH
aHTPALMKIINHOB.

12.6. Ilpu conepxanun CD25+ xnerok no Havasna neuenus 10% u Gonee,
a xyetok ¢ JIA® nocne nepBoro kypca uaykuuu 0,01% u 6oinee, npoBoAT ABa
Kypca WHAYKLMH PEMHUCCHH, MPUYEM NEPBBIA Kypc IO MPOTOKOILY «7+3» ¢
3CKAJMPOBAaHHBIMH J103aMHM AHTPALUKIMHOB, a BTOPOM KypC C BBICOKHMH
J03aMM IuTapabuHa, uaapyounuHom u ¢paynapabunom (FLAG-1da).

12.7. Tlpn comepxanuu kieToK ¢ JIA® B KOCTHOM MO3re NnainueHTa C
OnaronpusaTHeIM reHeTudyeckuM npodunem 0,01% u Gonee nocie Tpex Kypcos
KOHCOJIMJIALIMM PEMHCCHU € BBICOKMMH Jl03aMM LMTapabMHa IO IIPOTOKOIY
HiDAC , nauueHT HanpaBisercs AJisl TPOBEAEHUS aJUIOTEHHOH WM
ayTOJIOrH4YHOM (MpH YCIIOBMM OTCYTCTBUsl KileToK ¢ JIAD B TpaHCIaHTare)
TPaHCIUIAHTAlMM TE€MOIMO3THYECKUX CTBOJIOBBIX KieTok (manee — TI'CK).



MoOunu3aiio M KOJJIEKIIMIO TE€MOIMOJTUYECKHX  CTBOJIOBBIX  KJIETOK
nepudepruyeckoil KpoBM y BCEX MALIUEHTOB, HE UMEIOLIMX COBMECTHUMBIX IO
cucteme HLA poACTBEHHBIX [OHOPOB, BBHIIOJHAIOT IOCIE IIEPBOro Kypca
KOHCOJIMIAlIMM PEMUCCHU. BEBIMONHAIOT KOHTPOJb TPAaHCIUIAHTAaTa Ha Halu4yue
KJ1eTOK ¢ JIAD MeTo0M MHOTIOLIBETHON NIPOTOYHOH LIMTOMETPHH.

12.8. TlanpentaMm ¢  TPOMEXYTOYHBIM W HEONAronpUATHHIM
r€HETHYECKUM TpodujeM Tocie Tepallud KOHCOJIMIALMH  PEMHCCHH
HE3aBUCUMO OT HajiuyMsg B KOCTHOM Mo3re kjierok ¢ JIAD mnposoasar
BBHICOKOJIO3HYIO ~ XMMHOTEPAlMI0 C  AUIOTeHHOH  (pOoACTBEHHOH 10O
HEPOJCTBEHHOMN) WK ayTOJOTHYHOHN (NPH YCIOBUHM OTCYTCTBHS KieTok ¢ JIAD
B Tpancruiantate) TCI'K.

13. Hacrosmmii  kiMHMYeckuii  mportokon — jeyeHus — OMIJI
WILTIOCTPUPYETCS CXEMOM mporpaMMs! Tepanuy, rae «7+3», FLAG-Ida, HIDAC
— Ha3BaHMs KypCOB LiuTOCTaTH4eckoi Tepanuu (Puc. 1).

14. Mapkephl JI€HKO3aCCOLMUPOBAHHOrO (eHOoTUNa ONaCTHBIX KIETOK
KOCTHOro mo3sra nauresTos ¢ OMJIL

3KCIIpeccus JUHEHHO-crelnDUIeCKNX MapKepoB JMM(OUIHBIX KIETOK
CD19, CD7, CD22, CD4, CD56;

OTCYTCTBHE WM CHHXKEHHME OKCIPECCHH JHMHEHHO-CreurpruIecKnx
mapkepos muenonanbix kiuerok CD 13, CD33;

OTCYTCTBME WM CHW)KEHHE OKCIIPECCHMM HEJIMHEHHBIX MapKepoB,
XapaKTepHBIX [Jis AaHHO# cTamun quddepenunposku HLA-DR, CD38;

TUTEPIKCIIpEcCHs HENWHEHHBIX B JIMHEHHO-CeuduIeckKnX MapKepoB
CD15, CD11b, Tdt;

akcnpeccus 7.1.

15. 1lMTOreHeTHYECKHE H  MOJEKYJApPHO-TeHETHYECKHE  (aKTOphl
nporHo3sa pucka peuuausa OMJI (renetnueckuit npoduip naiyeHTa):

15.1. craHpaprHeli (HM3KMH) pUCK peuuauBa  (OJIaronpHATHBEIH
reseTuueckuii npoduis): 1(8;21); inv(16), t(16;16); MytanTHeii NPM 1 6e3
FLT3-ITD (HopMaJibHBIH KapHOTHII);

15.2. NpoMeXyTOUHBIN PUCK peLHANBa (IPOMEXYTOYHbIH TreHETUYECKUM
npoduns): myrautsiiit NPM 1 u FLT3-ITD (sopmaibHbIi KapyuoTHIl); IUKUH
tunn NPM 1 u FLT3-ITD (HopManbHBIi KapuoTum); mukuii Tun NPM 1 Ges
FLT3-ITD (HopMmanbhbiii kapuotun); t(9;11); Hammyne LUTOT€HETHYECKUX
aHOMaJIHi, HekJ1accuULMPYyEMBIX KaK OJIaronpusITHHIE 17005
HeOJIaronpUsATHEIE,

15.3. BBICOKMIl pUCK peuuarBa (HEONAronpUATHBHIA TEHETHYECKHH
npobunp):  inv(3), t(3;3); 1(6;9); t(v;11); -5, del(5q); -7; KOMILIEKCHBIH
xaprorun; 11q23 anomannu (ocobenno t(6;11) u t(10;11).

16. TIpoToKOJNBl IMTOCTATHYECKOM Tepanuy Ha pas3IMuHbIX OSTanax
nedenus OMJI.

16.1. Unaykuusi peMHCCHH.
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«7+3» ¢ 3cKaNMPOBAHHBIMU J103aMH AHTPALIMKINHOB:
nayHopy6uLmH 90 Mr/mM° 1 pa3 B ieHb BHYTPMBEHHO 3 JHS WK
uaapy6uwus 12 Mr/m” 1 pa3s B IeHb BHYTPUBEHHO 4 JIHS;
nuTapabun 100 Mr/M” 24-uacoBasi BHyTpUBeHHas HHQY3us 7 AHEl.

«7+3» co cTaHIapTHBIMU J103aMU aHTPALIMKIIMHOB:

JayHopyOuLuH 45 Mr/m” 1 pa3 B JicHb BHYTPUBEHHO 3 JHS UJIHA
unapy6ouuus 12 mr/m” 1 pas B 1eHb BHYTPHBEHHO 3 1HS; -
yutapabun 100 Mr/m” 24-yacoBas BHyTpuBeHHas HHGbY3Hs X 7 JHEN.

FLAG-Ida:

rpaHyJIOHUTAPHBIHA KOJIOHHECTUMYIHpYIOMUH pakTop SMKI/KT ¢ aHs 0 10
BBIXOJIa U3 LIUTOIECHHUH;

¢bnynapabus 30 Mr/M’, 30-MHHyTHas BHyTpHBeHHas nHby3us 1-4 nuu;

nurapaGun  1000Mr/M°  BHYTpHBEHHO 4-uacoBas HHQY3us Tocle
¢bmonapabuna 1-4 1uu;

naapyOuLIH 8mr/M> 1 pa3 B JeHb (BHyTpHBeHHas GomocHas MH(Y3us)
1,3 nun.

16.2. KoHconuaauus peMUCCHH.

HiDAC:

uuTapabus 3 r/mM° Kaxasle 12 yacos (3-yacoBasi BHYTpUBEHHas HHY3Hs)
B 1-#, 3-i 1 5-i gHU.

16.3. AnyoreHHas Wi ayToJIOTHYHas TPaHCIUIAHTalUs FeMONOITHYECKUX
CTBOJIOBBIX KJIETOK BBITIOJIHSIETCS B COOTBETCTBHH C KJIIMHUYECKUM IIPOTOKOJIOM
TPAaHCIUIAHTAIlMM TEMOMO3TUYECKUX CTBOJIOBBIX KJIETOK Yy B3pOCIBIX C
OHKOJIOTHYECKUMH M IeMaToJIOrMYecKuMHU 3a00NeBaHUAMU (IIpUNOXEHHE 3 K
npukasy MuHuctepcTBa 31paBooxpaHeHus Pecnybmmkm benapyce ot 05
suBapsi 2010 r. Ne 6 «O0 yTBep)KIEHUH HEKOTOPHIX KIIMHHYECKUX NPOTOKOJIOB
TPAHCIUIAHTAIIMH OPTaHOB M TKAHEH YeJIOBEKa).

17. JlaGopaTOopHBlii ¥ KIMHMYECKMA MOHHUTOPHUHI IPOrpaMMHOM
nuTocTaTuyeckoi Tepanui (OMJI MOHUTODPHUHT).

17.1 HWccnepoBanue acnupara KOCTHOIO Mo3ra C OINpelecHuEM
CoJZiepKaHUsl MUEJIOMIHBIX OJ1acTHBIX Ki1eTok ¢ JIAD.

Breimonusercs B AHH 1 ¥ 28 mpoTokona MHAYKUMHM pemuccud. Jlanee
MHEJIOrpaMMa C OmpejesieHueM MHUEIOMIHBIX OnacTHeIX KieTok ¢ JIAD,
BBINIOJIHSETCS 110 BOCCTAaHOBJIIGHHMM TeMONO33a IIoclie Kypca HHIYKIHH
(KOHCTarauMs JOCTHIKEHHS IepBOH PEMUCCHM) M Hepel] KaXIbiM KypcoM
KOHCOJIMAAUKUK (KOHTPOJIb COCTOSIHUS] PEMUCCHUN).

17.2. O6mmi aHanu3 KpoBH.

Brinosnasercs: He pexke, 4eM 4epes IeHb BO BpeMs HHIYKLIMH PEMUCCHH U
BO BpeMs (a3 aruiasuu, B OCTJIbHOE BpeMs - HE pexe JBYX pa3 B Helento. Bo
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BpeMsi MPOBEACHUS Kypca MHAYKIMH U Ha «BBIXOJE)» M3 aIula3uv HEeOoOXOoauM
PYYHOM MOACYET JIEHKOLIUTAapHOH (HOPMYIIBIL.

17.3. buoxumuueckoe ucciie0BaHue KPOBH.

BrinonHsercs He pexe Tpex pa3 B HENENI0 BO BpeMs MHAYKIUH, NPU
HaIMYMK¥ MeTaOOJIMYECKUX HapyIIeHU - TUIOHATPUEMHS, TMIIEpKaJMEMMS,
TMIIOKAJIbIIHEMHS, TUTIEPYPUKEMHUSI - €XKEJHEBHO WJIM 4alle; Jajee, BO BpeMs
NEepUOOB arjia3uu — 2 - 3 pas3a B HEJIENIO.

17.4. Bupycosiorn4eckoe ucciieloBaHue.

Mapkepsl renatutoB B n C uccinenyroTcss npu INOCTYIJICHWM, Aaliee
mapkepsl renatura B,C — no mokazanusiM. AHTH-CMV IgG uccnenyercs npu
nocrymienud. B nanpHeiimeM Mapkepsl CMV-undekunn (IgM, anturenemus,
PCR) — TOJbKO TO KIMHUYECKMM IOKAa3aHUAM, a TaKXKe NEpeld alIoreHHOH
TpaHCIUIAHTaIiell reMONO3THYECKUX CTBOJIOBBIX KJIETOK.

17.5. OKI" u 9xoKT".

BrInonHsA0TCS epe] HadyaloM Kypca MHAYKIUH PEMHCCHH.

17.6. bakTeprosortueckoe ucciiel0BaHue.

IToceBbl KpOBM Ha MHUKPOOHOJIOTMYECKOE UCCIIEOBAaHUE IIPOU3BOAATCS B
HauaJle KaXKIoro 3nu3oze peOpuabHOi TMXOpaaKu, TO €CTh B MOMEHT 03HODa.
JIyis moceBa HeoOXoAuMa MOpPLHUsI KPOBU U3 LICHTPAJILHOIO KaTeTepa HE MEHeEe
10 M1 B KaXx/1b1# (JIAaKOH C TUTATENbHOM Cpelloi.

17.7. Ilo OKOHYaHUH JICUECHUA:

KOCTHOMO3roBasi MyHKIs ¢ uccienoanieM MODB: nepsrie 2 rofa yepes
3 mecsna (3,6,9,12,15,18,21,24 wmecsina), nanee 1 pa3s B rox (36, 48, 60
MeCSIIIEB).

I'JTABA 5
COITPOBOJMUTEJIbHAS 1 3SAMECTUTEJIbHAS TEPAIIWA
TP OMUJI

18. OGecneueHne LEHTPAJIBLHOIO BEHO3HOIO IOCTyIa IJid HPOBEIICHUs
UHPY3MOHHOW U TEMOKOMIIOHEHTHOH Tepanuy NauueHTy.

19. CompoBoauTeNnbHas Tepanus IIpH TPOBEACHUH TIEpBOH  (asbl
MHYKIIMH PEMUCCHU M MPOQUIIAKTUKA CHHAPOMA JIM3MCa OyXOJIH:

19.1. undy3noHHass Tepanus IOA KOHTPOJEM JAuype3a M KIMHUKO-
nabopaTOpHBIX JAHHBIX TPOBOAUTCS CIEAYIOLIMMU PacTBOpaMH: IiIioKo3a 5%,
pacTBOp HaTpus xnopuna 0,9%, ruapokapbonar Harpus 7,5%. Ha nepsoit dase
MHAYKIMH WHGY3Us TpoBoAuTcs ©Oe3 kamus Xxiopuaa. B 310 Bpems
HeoOXOMMO BHUMATEILHO CJIEIUTD 3a OajlaHCOM Mype3a, IIPH 3aJePiKKE MOYU
Gonee 200 mu/M> B TedeHHe 6 YacoB TOKa3aHO BBeleHMe (ypoceMua B
pa3oBoii 103e 1 MI/KT;

19.2. anonypuHon B 1o3e 300Mr/M°/CyTK! NEPOPAIBHO;
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19.3. cenexTuBHas JE€KOHTaMHHalLMs KUILeYHUKA: nunpoduaokcanud 500
Mr/cyTkd + ¢uykonazon 300 Mr/cyTku Ha3HayaeTcs ¢ MOMEHTa MOCTYIJIEHUS
nalueHTa B OTAEJIEHHE U IPOJOJDKAETCs N0 MepBOro smu3ona (peOpunbHOH
NMXOpaaKu (TpH SnM304a TemmepaTypsl 37,5 °C B Teuenne jgHs 6Ge3 mpuema
napaleTaMmorna WIH OXHOKPaTHBINA moabeM TemnepaTypsl o 38,0 °C); Haunnas
C MOMeHTa (eOpUIbHOM JUXOpaJKU Ha3HA4YaloTCs  NapeHTEepaJIbHbIE
AHTHUOHMOTHKHU;

19.4. anTHOMETHKH (QHTArOHMCTHI CepOoTOHMHOBHIX SHT3-penentopon):
oHnancerpon 0,45 mr/kr/cyTku; rpanuceTpoH 0,04 MI/Kr/CyTKu OJHOKpPaTHBIM
BBeZieHHEM (BBICHIas CyTOYHas jao3a 6 wMr); tpomuceTpoH 0,2 MI/KI/CyTKu
(BBICIIIAst CYTOYHAS J103a 5 MT).

20. 3amecTUTeNbHBIE TEMOTPAaHCPY3HHU:

20.1. sputpouuTapHas Macca. ['eMornoOuH noanepxuBaercs Ha ypOBHE
He MeHee 80 r/1 - KpoMe CllydyaeB C HWHHUIMAILHBIM JICHKOLMTO30M Oolee
50x10”/m;

20.2. TpoMOOKOHIIEHTpAT.

Jlns npoBefeHHs TepBO# ¢a3bl HWHAYKUUM YPOBEHb TpPOMOOLMTOB
JoJDKeH 6biTh He Menee 30x10°/n. VinBasuBHBle MaHMNynsuuu (oM6GaibHas
NYHKIHMS, KaTeTepU3alus HeHTPaTbHON BeHBl) TpeOyloT ypOBHSI TPOMOOLMTOB
He Menee 30x10°/1. B mepron amna3suu KpoBeTBOpeHHs Mocie Joboro Kypea
NOJIMXMMHOTEPAIHH, €CJIM HET KPOBOTEYEHHUH 1/unK HHpekui ¢ peOpriibHOiM
JIUXOPaJKOl - TPOMOOLUTHl JOJKHBI MOAJNEP)KUBATHLCS Ha YpPOBHE HE MeEHee
15x10°/m;

20.3. cBexe3amoporkeHHas mnasma (manee - C3II). Tpancoysun C3II
NPOBOAATCS TOJBKO TPHU CIEAYIOIIUMX H3MEHEHHIX B Koaryjorpamme:
¢ubpunoren MmeHee 1 1/, nNpoTpoMOMHOBHIA HMHAekc MeHee 50%,
aKTMBMPOBAHHOE NaplaIbHOe TPOMONMHOBOE BpeMs Oosiee 55 CEeKyH/I.

21. KononuectTumynupyromue GakTopsl.

Noza I'-KC® cocraBiseT 5 MKI/KI/CyTKH, JE€KapCTBEHHOE CpPEICTBO
BBOJUTCS IOJKOXXHO MJIH BHYTpUBEHHO B TeueHue 1 - 6 yacoB Ha 0,9%
pacTBope xjopuaa Harpus + 2 mi 5-10% pactBopa ans0ymuHa.

22. TIpy BOBHUKHOBEHUM NMPU3HAKOB MHOMEKIMH WM JIMXOpaaKa CBBIIIC
38C Ha3HayaeTcs SMIMPHYECKas aHTHOaKTepHasibHas Tepanus (KkapOaneHeM C
AHTMCUHETHOMHOM  aKTUBHOCTHIO (MEpONEHEM WIM  JIOPMIIEHEM  MIIM
VMMUIIEHEM/IIUIACTATUH) B MOHOTepanu¥ WM uedanocnopud 3-ro/4-ro
TIOKOJICHUS B COYETAHUM C aMHHOTJIMKO3HUIOM 2-T10/3r0 NOKOJIEHH), TO €CTh JI0
TIONyYEHHs PE3YJIbTaTOB OaKTEpHONIOTHUECKOrO MCCiefNoBanus. JInxopaakon
cuuTaeTcs OAMH JIM307 aKCUuIgpHo# Temnepatypsl >38,0 0C unu 3 snusona
cyodebpubHoOi uxopanku (37,5 - 38,0 0C) B TeueHue CyTOK WM OAMH
snuson Temueparypsl 37,5-37,9 0C B TeueHue vaca u bonee.

B ciyuae mosiBjieHHs Ha 0030pHOH pPEHTreHOrpaMMe OPraHoB IpyIHOH
kaeTkd (OI'K) HOBBIX 0YaroBBIX W3MEHEHHHM W/WIM KIMHUYECKMX CHMIITOMOB
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NHEBMOHMM (Kawenb, OO0nb B TPYNHOH KIETKe, XPHUMbI/Kpenutauus MpH
ayCKyJbTalliM), a TakKe IpU MNOJO3PEHHMM Ha KaTeTep-acCOLMHPOBAHHYIO
MH(OEKIHIO KPOBOTOKA PEKOMEHIYyeTcs N00aBUTh K INEpBOHAYAJIBHOH CXeMe
SMIIMPUUYECKON aHTUOAKTEPUATILHOM T€panvy JTUHE30JIU]] WM BAHKOMULIMH.

Cpa3y mociie Ha3Hau€HUs NepPBO KOMOMHANUM aHTUOMOTUKOB OpajlbHas
aHTuOakTepuaibHas  (UuMnpodoKcaluH)  mpekpaumiaercs.  VHunumanbHas
Tepanus JoJHKHA MPOBOJUTHCA 0e3 U3MEHEHU B TeueHUEe 72-X 4acoB, €CIIM He
NPOU30LLIO CTPEMUTENIBHOTO YXYJILIEHUs COCTOSHUSI MAallUeHTa U HET HOBBIX
ouaroB. Ilpy mojyueHHH pe3yJIbTaTOB OAKTEPHOJOTHYECKOTO MCCIIENOBAHUS
aHTHOaKTepuaibHasl Tepanust MOAUPHUIUPYETCsl COTJIACHO YYBCTBUTEJIBHOCTH
BBISIBJICHHBIX MHKpOOpPraHu3MoOB K aHTHOWoTHkaMm. [lpu BblaeneHun vy
nalMeHTa IpaMOTPHIIATEIBHOrO BO30YIUTENS, YCTOMUYUBOrO K KapOaneHemawm,
PEKOMEHAYETCS 3aMEHa IMOCIEJHUX Ha KOJMCTHH B COYETaHUH C
TUTELIUKJIMHOM.

23. Ecnin Ha ¢oHe mpojopkaroueicsi MpOTUBOTPUOKOBOH NEPOPAIbHON
npodUIaKTUKH (IIYKOHA30JIOM M aJEKBAaTHON aHTMOAKTEpHUAIbHOW Tepanuu
nuxopagka coxpansercs 4 cyTrok U Oosee, peKOMEHIYETCS Ha3HAYCHHE
SMITUPUYECKON TMPOTUBOIPUOKOBOM Tepanud BHYTPUBEHHO. BHYTpUBEHHO
Ha3HAYaloTCs JIEKAPCTBEHHbIE CPEACTBA M3 TIpPyNNbl 3XWHOKAHIWHOB HIIH
BOPUKOHA30]1.

24. IlpodunakTuka MHEBMOIIUCTO3A.

Tpumetornpum 80 mMr/Cynspamerokcazon 400 mr no 2 tabnerku 2 pasa B
JI€Hb 3 pa3a B HEAEIIIO.

I'/IABA 6
[TPOPUIIAKTUKA HEMPOJIEMKEMUWU

25. Ilpodunaxtuka HEUPONEHKEMHUH NIPOBOAUTCS:

TIIpH MHEJIOMOHOOIAacTHOM Jieiiko3e (M4 no FAB);

npu MoHoOnacTHOM Jeiikoze (MS mo FAB);

npu Bcex ¢opmax OMIJIL, eciau Ha MOMEHT YCTaHOBJIEHMs AMarHo3a B
nepudepuyecKoil KPOBU ONpeENesuICs THIEPIEHKOUTO3 (IEHKOLMUTEI CBBILIE
30 x 10°/ ).

26. IlepBas auarHoctuyeckas MoMOanbHas IyHKLUUS C 00sA3aTeNbHBIM
BBeleHMEM 12,5 Mr MetoTpekcara IPOU3BONUTCA [0 Hauyajga IPOBEAECHMS
nonuxuMuoTepanvu. IlpoBeseHre AHArHOCTUYECKOH IMyHKIMM MOXET OBITH
OTCPOYEHO BCJEACTBUE TIyOOKOW LMTONEHuH, (iaedkomutsl <1,0 X 10°/ n,
tpomborutel < 20,0 x 10° / n1). B Ttakmx caydasx momGanbHas MyHKUHUS
OCYIIECTBIISIETCS TIOCIIe NIPOBEACHUS NIEPBOTO MHYKIIMOHHOIO Kypca U BbIXoJa
nalyeHTa u3 HUTONECHUH.
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27. Bce nocneayrolliMe NyHKLUMM THPOU3BOAATCS C BBEACHHEM TpeX
JeKapCTBEHHBIX  CPEICTB:  METOTpeKcar, LUTapabuH,  MNPEJHU30JIOH.
JlexapcTBeHHBIE CpeACTBa BBOASTCS B pa3HbIX wmpuuax. OOmui o0bem
BBOAMMOrO pacTBopa He JobkeH mpeBbimate 10-12 mn.  O0bem
CTIMHHOMO3TOBOM XHJIKOCTH, KOTOpasi Oepercs Al UcCieloBaHMs, COCTABIISET
2 oObeMa BBOJUMMBIX pacTBOpOB. [Ins  pa3BeleHUs  HCIOJIB3YETCs
JMCTHIUIMpOBaHHas Boja. MeToTpekacaT BBOAMTCS B jgose 12,5Mr/m°
MaKCHUMaJlbHas J103a JIeKapCcTBeHHOTo cpeacTBa 15 mr. I{urapabun BBOAMTCS B
n03e 20Mr/M> ¥ NIpeHN30710H B 103e 30 M.

28. Cxema npoBeieHHs! TIOMOaNbHBIX MYHKIH:

1-ast myHK1Ms (AMarHoCTUYECKas) - 10 IEpBOro Kypca UHAYKIUH;

2, 3, 4-asl MyHKLHHU - TIEpPe] KaXKAbIM MOCJIEAYIOIHUM KypCOM MHIYKLIHH
(xoHCONMMAAIUHN ),

5 —as MyHKIMS - Iepei NEPBBIM KypCOM MOAAEPKUBAIOLIEH Tepanuy;

6, 7-as TYHKUMS - TMepel KaXIObIM TPEeTbUM IO CYETy KypcoM
noJanepxxuBaromien tepanuu (1 pas B Tpu Mecsua);

8-as MyHKIMS - Iepell CHATHEM NalleHTa C TEpPaNuH.

29. Ilpu  TsDKenBIX -peakuusiX Ha COYETaHHBIE SHIOIIOMOasIbHbIE
BBEJEHUSA IHUTOCTATHMKOB (SBJIEHMS MEHUHTM3Ma) BO3MOXKHO IIPOBEJIEHUE
NpoQHUIaKTUKN HeHpoJieikeMHH TOJBKO MeETOTpeKcaToM B Jo3e 15wmr, B
COUETaHMM C OOJIyYeHHeM rOJIOBHOTO MO3ra € JIByX NOJIEH B CYMMapHOM J103€
24 I'p.

I'JTABA 7
TEPAIIVA HEKOTOPBIX @OPM OCTPBIX
MUEJIOUIHBIX JIEMKO30B

30. OcTpeiii npoMuenouTapHbii Jeiikos (M3 - no @AB).

B kauecTBe MHIYKIIMOHHOW Tepanmuu Ha IEPBOM DTalle HCIOJIb3YETCs
NPOM3BOJIHOE TIOJHOCTBIO TPaHC-peTHHOEBOH KucnoTsl (All-trans retinoic acid)
— tpetrHouH (ATRA).

JlekapcTBEHHOE CpPEICTBO Ha3HA4yacTCs B 103€ 45 Mr/M* B CYTKH BHYTPb
(cyTounas mo3a pa3buBaeTcs Ha [jBa IpHEMa); 103a OKPYIJseTcs A0 KpatHoi 10
MI B CTOPOHY YBenndeHus. TpeTHMHOMH  Ha3Ha4yaercs €XEAHEBHO [0
JNOCTIDKEHHsl peMucchu, Ho He Gonee 90 nueit. IlpuMeHeHne TpETMHOWHA HE
UCKJIIOYaeT 00s13aTeJIbHOTO NPOBEACHUS XUMHOTEpaNuH, WHaye
TPOIOJKUTENIBHOCTD IOCTUTHYTOM PEMUCCHM OYEHDb HEBEIIMKA.

IMocnenyroiias XUMHOTepanust NPOBOAUTCS HAa (POHE HOPMAIBHOTO
KPOBETBOPEHHUS M COTIPSKEHA C MEHBILUM PUCKOM OCIIOKHEHHH.

31. JleueHue Mo HACTOALIEMY KIMHUYECKOMY IPOTOKOJY HAYUMHAETCA Y
BceX IEPBHYHBIX MAalMeHTOB B Bo3pacTte 1o 60 ner ¢ Mopdosnorayeck,
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IUTOXUMHUYECKU U LIUTOTEHETUYECKH (JKeIaTebHO MOJIEKYJISPHO-T€HETHYECKH )
JIOKa3aHHBIM IMarHO30M OCTPOTrO MPOMHUEJIOLUTAPHOrO JieHKo3a.

32. HckmouaroTcsi MalUEeHTbl C KPOBOM3JIMSHHEM B TOJIOBHOW MO3T,
NalMEHThl HA UCKYCCTBEHHOW BEHTHJISILIMU JIETKUX BCJIEICTBUE UHPEKIUOHHBIX
WM IPYTUX CBSI3aHHBIX C OMYXOJIBIO OCJIOKHEHUIH.

33. Muaykuus peMUCCUH.

TpetnHouH 45 Mr/M’ eXXeHEBHO, 11032 pa3OUBaeTCs Ha 2 IpHEMa, YTPOM
¥ BE4epOM; B T€UEHHE MEPBOro JHS B KayecTBE MOHOTEpaNuH, 3aTEM €O 2-TO
JIHSI — B COYETAHUHU C KypCOM XUMUOTEepanuu- B TeueHue 30 quei.

Kypc xumuotepanuu no cxeme «7+3» HauWHaeTcs Ha 2 JeHb OT Haydaja
npyeMa TPETHHONH

I{utapabun -100 mr/m* BHyTpuBeHHo 30 MMH 2 pa3sa B JeHb C
uHTepBaJioM 12 yacos 1-7 1uu

JlayHopy6ummH- 60 Mr/mM> 1 pa3 B 1eHb kopoTkas (10 Mun) undysus B 1-3
JTHU.

34. B cnydae mNOSBICHHUS KIMHUYECKUMX IIPU3HAKOB PETHHOMIHOIO
CHHJIpOMa Ha3HauaeTcs JeKcaMeTa3oH B ao3e 20 MI/M° B CYyTKH B TeUeHHe 3-X
JIHEM ¢ MOCIEAYIONIMM CHUXXEHHEM J03bl 10 KyNHPOBAaHUs CUMITOMOB. Ecin
Ha (QoHe mMpHUeMa TPETHHOHMH Pa3BUBAIOTCs YIPOXKAIOILME >XM3HHM COCTOSHHA,
J03a npenapara ymenbuiaetcst Ha 30% ot HavyansHOM. I1pn nporpeccupoBaHUH
NpOSIBJIEHHH  PEeTHHOMIHOIO  CHHJAPOMA, TPETUHOMH  OTMEHSETCS 110
cTaOMJIM3alMM  COCTOSIHUS OOJIBHOTO W BO30OHOBISIETCA  IOCHE  MX
KyIHPOBaHMs, HO € peayKuHen 1o3sl 1o 30 MI/M’.

35. Koncommmauus (2 Kypca).

TpetunouH 45 MI/M° €Ke{HeBHO, 1033 pa3buBaeTcs Ha 2 MpHEMa, yTPoM
1 BeuepoM 1-14 nHu

Iurapabun -100 mr/m* BHyTpuBeHHo 30 MuMH 2 pasa B JeHb C
UHTEpBaJIoM 12 vacos 1-7 nuu

HNayHopyounus- 60 mr/M” 1 pa3 B aenb kopotkas (10 mun) uadysus B 1-3
JTHU.

36. IlopnepxuBaronias Tepanusi.

OnaMH KypC XUMHUOTEPAIHUHU 110 CXEME «5+2»:

nuTapabus -100 Mr/M” BHyTpuBeHHO 30 MHH 2 pa3a B IeHb C HHTEPBAJIOM
12 yacoB 1-5 nHu;

JayHOpyOuuuH- 45 mr/M’ 1 pa3 B eHb kopotkas (10 Mun) uHby3us B 1-2
JTHU.

Ho;mepxanalomee JieYeHHe OCYIIECTBIISIETCS YepefOBaHUEM KypCOB
nurapabuHa-100 Mr/M> BHyTpHBEHHO 30 MHH 2 pa3a B [I€Hb C HHTepBaJIOM 12
yacoB 1-5 nHM B coderaHuu Jmbo ¢ nukinodochaHom 1000Mmr/m° Ha 3-ii neHsb
BBEJICHH IIUTapabuHa, JINOO 6-MepKaNTONnypHHOM 60Mr/M” Kaxabie 12 4acoB B
TabseTkax 5 nHeH.
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37. Kypcel mnopnepxuBaiolliedl Teparuu MPOBOAAT OOUH pa3 B MeECSII
(uuTepBai 4-5 Hezenb), 0OLIee YKHCIIO KypcOB HOANEPKUBAIOMIETO JedeHu-18.

Bo Bpems mnomaep)KuBaiolled Tepalud BBIIOIHAIOT MOJEKYJIAPHBIH
MOHHMTOPHHI MHUHHUMAJIBHON ocTaTo4Hoil GosiezHu. OOpasubl KOCTHOrO Mo3ra
OTIIPABJIAIOT HA HCC/IeJOBaHHEe XHMMEPHOTO TPAHCKPHIITa OAMH pa3 B 3 Mecdua,
TO €CTb NepeJ KaKIBIM TPETHUM KYpPCOM MOIAEPIKUBAOILEH TEPAIHH.

38. XumuoTepanus npeKpaiaercs yepe3 2 roga OT MOMEHTa JOCTHIKEHHUS
IIOJIHOM PEMHUCCHH.

39. Tepanus OMJI y mnauuMeHTOB, HMMEIOIIMX IPOTHBOIIOKA3aHHA K
IIPOBEAECHHIO IIPOrPaMMHOMN IIUTOCTATUIECKON TEPAIHH.

39.1. HemnporpamMMHas Tepanusi: Kypchbl XHUMHOTEpalvd C peAyKIHEH
JI03BI IIATOCTATHYECKHX JIEKAPCTBEHHEIX CPEJCTB, MaJlble 035l IUTapabuHa.

39.2. HupuBuIoyanpHBIA MOAOOpP XHMHUOTEpamuH C OMNpeaeICHHEM
npo¢us JieKapCTBEHHOH yCTOHUYNBOCTH Ha OCHOBe npoBeaeHuss MTT-Tecra.

[JIABA8 |
BUJIbI OKA3AHMS MEJIULIMHCKOM HOMOU.II’I
IMAITMEHTAM C OMJI :

40. Bunael MeIUIMHCKOM moMouy (MEepBHYHOM, CrenuaIu3upOBaHHOM,
BBICOKOTEXHOJIOTMYHOM), OKaspiBaeMoil mnanuentaM ¢ OMJI npexncrasieHs! B
Tabnuie:

Bunasr ,
OprasHu3anuu
MEIULIUHC- O6BeMBI OKa3aHUS
. 3amaun 3paBOOXpaHusI U IV
Koii MEIMIIMHCKOM MOMOIIH!
BpaYH-CHCIIHATHCTHI
ITOMOIITH
1 2 3 ~ 4
IlepBuunas | BrisiBiaeHue PaiionHrie, AnHamHe3

MAIAEHTOB c | ropoackue (Bpaud | DU3HMKATIFHOE obciieoBaHue
KIMHUYECKUMH | | CIICLIHAIMCTBI (6bnemHOCTS, HUH(EKIMOHHO-
1ab0opaTOpHEIMHU amM0ynIaTopHO - | BOCHIAJIMTENBHbIE IPOLIECCHI,
TIPOSBJICHUAMH MOJTUKIMHUYECKNX | TEMOPPAaru4eCKuii CHHJIPOM,
OMII | OOJMBHUYHBIX | CIUIEHOMETAJIHA)
3aMecTUTENNbHAs OpraHu3aIuii OO0muii a”Hamu3  KpoBH C
Tr€MOKOMIIOHEHTHAs | 3JJ]paBOOXPAHEHHUSA) | IIOACYECTOM KOJIMYECTBA
Tepanus o TpOMOOLIMTOB, JICHKOLMTapHOH
MIOKa3aHUAM bopMy Bl

AHtubakTepuans- buoxuMudyeckoe HcClIea0BaHUE
Has u KpOBH (oOmmit OenoK,
CHMIITOMAaTHYECKas aIb0yYMHHBI, IOOYIUHEL,
Tepanus MOYEBHUHA, KpEaTHHHH,
Hampasnenue OounupyouH, IesI0yHast
MalUEHTOB, ¢docparasa, AcCAT, AnAT, JIAI)
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1 2 3 4
HYXJAIOIUXCI B ITepenuBanue
JIOTIOJTHUTENHHOM SPUTPOLIUTCOACPKAMX
o0cilefoBaHMM Ha KOMITIOHEHTOB KPOBH
CJIEYIOLIHIA Ha3naueHue  mnapeHTepajbHBIX
YPOBEHb OKa3aHHA AQHTHOHMOTHKOB (BHYTPHUBEHHO)
MEIULIMHCKOA
IIOMOIIY

Cneuuanu- | YriayGnenHoe Ob6nactHeie, O6mmit aHaIM3  KpoBH C
3UpOBaHHAs | KIIMHHKO- TOPOJCKHE HIOJICYETOM KOJIM4ECTBa
naGopaTopHOoe M | reMaToNoruyec- TPOMOOIIUTOB, PETUKYJIOLIUTOB,
MHCTPYMEHTAIBHOE | KH€  OTHENICHUS, | JEHKOIUTapHOM ¢dbopMmybl,
o0cienoBanue reMaToJIOTHYEC MOp(}OIOrHIecKoi OLIEHKOM
Kue KabuHeTsl | Buoxumuuyeckoe HCCaea0BaHUE
(Bpau-remarosnior) | KpoBH (CBRIBOpOTOYHEIH
O6ocHoBaHuE beppuTHH)
HEOOXOIUMOCTH H VYIIbTpa3ByKOBOE HCCIIEIOBaHHE
HanpasJICHUE OpraHoB OpIOIIHONM IOJIOCTH H
MAIUCHTOB Ha MajJioro Ta3a, JUM(aTHIECKUX
cienyromuin y3JI0B, IIWTOBUIHON JKEJIE3Hl,
YPOBEHb OKa3aHHs peHTreHorpagus OpraHoB
MEIULIMHCKON IPYZAHOM ITOJOCTH
IIOMOIIH AcnupanyoHHas 6uoncus
IIpoBeneHue KOCTHOT'O Mo3ra:
XMUMHUOTEpANuu MOpP$OIOrMIECKOe
HalUeHTaM, HCCIIEIOBAaHKE, IUTOXUMHYECKOE
HENOYIeXKaIIUM HCCIICIOBaHHE
IIpOrpaMMHOM
Tepanuu
Jucnancepusanus
MAINIEHTOB C paHee
BepUHIIHPOBAH-
HeIM OMJI
Bricoxko- Knunuko - | PecnnyOnukanckue | AcnvpaliMOHHas 6uoncus
TEXHOIIO- nabopaTopHOE M | reMaToJOru4ec- KOCTHOTO Mo3ra:
ru4Has HHCTPYMEHTAIBHOE | KHE€  OT/CICHHS | HTUTOMOP(OIOrHYECKOE,
o0cieoBanue (Bpay-remMaroJior) | HUTOIC€HETUYECKOE,
NALEHTOB c HMMYHHO(EHOTHUIINYECKOE,
LEJIBIO LUTOXUMHYECKOE,
g depeHnuab- MOJIEKYJIIPHO-0HOIOTHYECKOE
HOM JIMarHOCTHUKH, HCCIeNOBaHUA
BepuUKaLIH HLA-TunupoBaHue NalMeHToB U
JvarHosa cubca
IIpoBencHue IIpoBencHue Tepanuu
MPOTrpaMMHOM HHIYKIUU
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Tepanuu OMJI

Brinonxenue BBICOKO/I03HOM
KOHCOJIMJAIUU

AnloreHHas WM ayToNOTWYHas
TpaHCIUIaHTaus
TeMOINO3TUYECKNX  CTBOJIOBBIX
KJIETOK

ITouck HEPOACTBEHHOrO OHOpA
I'CK B 6aze
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Juarnoz OMJI Juarno3z OMJ1
CD25+ xnerku 10% u Gonee CD25+ xnerku menee 10%

l

«7+3» ¢ 3CKaNUpOBaHHBIMH [03aMH aHTPALMKIHHOB

l |

Knerkn ¢ JIA® 0,01% Knetxu ¢ JIA® Knetku ¢ JJA® Knetku ¢ JIA®
u bonee oTCYTCTBYIOT (0%) OoTCYTCTBYIOT (0%) 0,01% u Gonee
FLAG-Ida «7+3» cTaHmapTHBIE «7+3» cTaHnapTHLIE
703bl AHTPALIMIJINHOB N03bl AHTPALMKIINHOB
l {' /

Konconunauus ¢ yyerom renetnyeckoro npoduis

— I T~

CraHpapTHbIi CrangapTHsIii TIPOMEXYTOYHBIH BBICOKMI
(knetku ¢ JIAD>0%)  (xietku ¢ JIAD-0%)

HiDAC HiDAC HiDAC HiDAC
MoGunusaums v 3a6op  MobGunusanus u Mob6wiuzauus u Tlouck noHopa
ayto-I'CK 3abop ayto-I'CK 3abop ayTto-I'CK
HiDAC HiDAC HiDAC HiDAC
HiDAC HiDAC HiDAC HiDAC
Poncreennslil foHOp PoacrBenHbIi
JOHOP
HeT ecn\
\
AyTonoruyxas Poncreennas HeT €cThb
TT'CK ato- TTCK Jv

b

AyTonornusas Poncreennas Heponcreennas
TI'CK anno- TI'CK amno- TI'CK

Puc.1 Cxema nporpammer Teparmun OMJI




