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IIOCTAHOBJIEHUE MUHUCTEPCTBA 3JIPABOOXPAHEHU 1
PECITYBJIMKU BEJIAPYChb
1 urons 2017 r. Ne 43

OO0 yTBep:KIeHNN KIMHUYECKOr0 MPOTOKO0JIA
«/IlmarnocTuka u JiedeHue NAUMEHTOB CTapIie
18 JjieT ¢ BHOBB IHATHOCTUPOBAHHBIM OCTPbIM
MU EJIOUIHBIM JIEHKO30M»

Ha ocnoBanuu a03ara ceapmoro yactu nepBoit cratbu 1 3akona PecyOnuku bemapyce ot
18 mronst 1993 roga «O 31paBOOXpaHeHMM» B penakiuu 3akoHa PecnyOnmku bemapych ot
20 utons 2008 roga m noanyHkra 8.3 nmyHkra 8 IlomoxeHnust 0 MUHUCTEPCTBE 31paBOOXPaHEHUS
Pecniybnmuku benapych, yrBepxkaeHHOTO moctaHoBieHueM Coera MunucTpoB PecmyOnuku
benapycs ot 28 oktsi6pss 2011 1. Ne 1446 «O HekoTopbIXx Bompocax MuUHHCTEpCTBA
3[IpaBOOXpAaHEHUsT W Mepax Mo peanusanun Ykasza Ilpesunentra PecnyOnuku benmapych ot
11 aBrycta 2011r. Ne360», MunucrepctBo 3apaBooxpaHeHus Pecnybmuku benapychk
[NOCTAHOBJIAET:

1. YTBepauTh npuiaraeMblii KIIMHUYECKUH TPOTOKOJI «J[MarHOCTHKa U JICUEHHE MalMeHTOB
crapiie 18 JeT ¢ BHOBb AMAarHOCTUPOBAHHBIM OCTPHIM MHUEJIOUIHBIM JIEHKO30M).

2. Hacrosiee mocTaHOBIIEHHE BCTYTACT B CHITY Yepe3 MATHAIIATh pa00vnX THEH TOCIIe eTo
MOAMUCAHUSI.

Munuctp B.A.MaJjamko

YTBEPXIEHO

ITocTanoBiecHuE

MuHHCTEpCTBA 3IPAaBOOXPAHCHUS
Pecrry6nmuku benapycs
01.06.2017 Ne 43

KJIMHUYECKHUU MPOTOKO.T
«I[narﬂocnma N JICYCHUEC MAIIUCHTOB CTapHIe 18 JIET C BHOBb [ll/laFHOCTI/IpOBaHHbIM
OCTpLIM MHUECJTOUTHBIM H6ﬁK030M»

I'JIABA 1
OBIIME ITOJIOKEHUA

1. Hacrosmuii KIIMHUYECKUI TPOTOKOJ YCTaHABIIMBAET OOIHe TPeOOBaHUS K JUATHOCTHUKE
U JICYEHUIO TNAalMEeHTOB cTapiie 18 jeT ¢ BHOBb JMAarHOCTUPOBAHHBIM OCTPBIM MHUEIOUIHBIM
JIEHKO30M.

2. 1514 1enei HaCTOSAIIEr0 KIMHUYECKOIO IPOTOKOJIA UCTIONb3YKOTCSI OCHOBHBIE TEPMUHBI U
WX OIpEJCICHUs B 3HAUCHUSX, YCTaHOBJIEHHBIX B 3akoHe PecryOoimku benapychk ot 18 utons
1993 rona «O 3xapaBooXpaHeHUM» B penakuuu 3akoHa Pecmy6muku bemapyck ot 20 uions
2008 roga (Bemamacmi Bsipxoynara Casera Pacmy6miki bemapych, 1993 1., Ne 24, ct. 290;
HanmonaneHeiid peectp mpaBoBbiX akToB PecnmyOmuku benmapycs, 2008 ., Ne 159, 2/1460), a
TaKXKe CIEIYIOUIUE ONPEACICHUS:

OCTpPBI MHENOWIHBIN Jeiiko3 (mamee — OMIJI) — 370KadecTBEHHOE 3a00JieBaHUE
KPOBETBOPHOM TKAaHM, NPHU KOTOPOM paHHUE IMPEAIIECTBEHHUKH TIE€MOII033a MPEeKpaIlaroT
JTanbHenyo qudQGepeHMpoBKY Ha CaMbIX PAaHHUX dTarax pa3BUTHS;

MOJIHAs PEMHCCUS: OTCYTCTBHE KIMHUYECKHX CHUMITOMOB Jjeiikemuu, <5 % OmactoB B
HOPMOKJIETOYHOM KOCTHOM Mo3re; >1,0 x 10°/11 rpanynonutos u >100 x 10°/1 TpoMGoLMTOB B
reMorpaMMe; OTCYTCTBHE 3KCTpaMeAyJUISIpPHOro mnopaxeHus. OLEeHKa JOCTHKEHHS PEMHCCHH
IIPOBOAMTCS 11OCJIE NEPBOIO Kypca 7+3 ¢ 3CKaIMpOBaHHBIMU JJ03aMH aHTPALMKINHOB;



maplupanbHas pemuccHs: 6mactel >5 %, Ho <15 % B KkoctHOM Mosre, >1,0 x 10%/x
rpanynonuTos u >100 x 10°/1 TpoMGOLMTOB B reMorpaMMe; OTCYTCTBHE KCTpaMeIy LIIpHOro
MTOPAKEHHS;

MOJIHBI OTBET: OJacThl B KOCTHOM Mo3re <5 %, HO OTCYTCTBYET BOCCTaHOBJICHHE
remMorno?3a;

pedpaKTepHOCTh: OTCYTCTBUE TIOTHOM PEMICCHH TTOCIIE TIPOBEACHMSI IBOMHON WHIYKIIHNH;

peruaus: >5 % 61aCTOB B KOCTHOM MO3Te WM JIF000€ SKCTpaMeayJUIIpHOE MOpakeHUe He
MeHee yeM uepe3 | Mecdll mocie yCTaHOBJIEHUS MEPBOM MOJHOM KIMHUKO-TeMaTOJI0TH4eCKOn
pemMuccny;

o0mIasi BBIKMBAEMOCTh: MPOJODKHTEIBHOCTh JKM3HH OT Jnathl awarHoza OMJI mo
JIETAIBHOTO UCXO/A;

OeccoObITHITHAs BBDKMBAEMOCTh: OT naThl amarHo3a OMJI no MOMeHTa peluanBa WU
JIETAJIbHOTO MCX0/1a OT JIIOOBIX MPUYHH;

0e3penuIuBHAs BBDKMBAEMOCTh: OT MOMEHTA JIOCTHKEHUSI PEMUCCHU JI0 PEIUANBA; CMEPTh
10 MPUYMHAM, HE CBSI3aHHBIM C OCHOBHBIM 3a00JI€BaHHEM 3/1€Ch HE YUUTHIBACTCS;

HEHpoJeiKko3: r000e KOJIMYeCTBO ONacTOB B IUTONpemnapare, HEOOBSICHUMOE
KOHTaMHUHAIMeH JHUKBOpa MepuPepUyecKoil KpPOBBIO WM KOCTHBIM MO3IOM IpU PaHEHHUU
MIO3BOHKOB; MJTH 00Jiee 5 MOHOHYKIJIEapoB B | MKJI JIMKBOpa JAa)ke PU OTCYTCTBHH OJIACTOB; U/WIIH
CUMIITOMBI ITOPAKEHUSI YEPETTHO-MO3TOBBIX HEPBOB MJIM MHAsl HEBPOJIOTUYECKAs CUMIITOMATHKA,
CBSI3aHHAs C XJIOPOMHBIM POCTOM.

3. B coorBercTBUM ¢ MeXayHapOAHOW CTaTUCTUYECKOW KiaccHduKaiuein OoJie3HeW u
mpo0yieM, CBSI3aHHBIX CO 3JI0POBBEM, NECSATOro TepecMoTpa, nmpuHsIToH B 1989 romy copok
TpeThell ceccueil Bcemupnoi accambiien 3apaBooxpanenuss OMJI kmaccuduiupyercs, Kak:
C92.0 Octpbiii MuenougHelii seiiko3; C92.3 Muenougnas capkoma; C92.4 Octpsiit
npoMueonuTapHbid jeiko3; C92.5 Octpbiii MuenoMoHoUUTapHbIA Jeiko3; C93.0 Octperit
MOHOLMTAPHBIN JIEUKO3.

4. Tlpu mpoBenernn auddepernuanpbHoro auarHosa wmexay OMII u  apyrumm
3JI0KAYECTBEHHBIMHU 3a00JICBAaHUSIMU KPOBETBOPHOW TKAHH OCHOBHBIM KPUTEPHEM SIBIISICTCS
oOHapyxeHue 6oinee 20 % 01acTOB B KOCTHOM MO3Te€.

I'JTABA 2
KJIACCHOUKALIUA OMJI

5. Unentudukanus OCHOBHBIX BapHaHTOB  OCTPBIX JIGHKO30B  Oasupyercss Ha
IUTOMOP(OJIOTUUECKON, ITUTOXUMHUUECKOW, WUMMYHO(PEHOTHUITUYECKON M IUTOTCHETHYECKOU
XapakTepUCTHKaX  ONACTHBIX  KIETOK KocTHoro wmosra. lluromopdonoruyeckas u
LUTOXUMUYECKas] XapaKTEePUCTUKU OJIACTHBIX KJIETOK SABIISAIOTCS OCHOBOM (dpaHKo-AMepuKaHo—
Bpuranckoii (nanee — ®AB) kinaccudukauu OCTPHIX JEHKO30B.

6. Beigenstot cienyroniue Bapuantel OMJI mo ®AB:

MO — ocTpblit MUETOOIACTHBIN JIEHKO3 ¢ MUHUMAThHOU MUETOUAHON T PEepEeHITTPOBKO.
[Ipu panHoit Qopme Jeiiko3a OmacTtel 0e3 3epHUCTOCTH cocTaBisitoT Oomee 30 %
MUenoKapuonuToB. Mernee 3 % 0JacTOB colIepkar JHMMHILI WU MHEIONepOKCuaa3y. bracTsl
OTHOCATCS K Mueno01actam o pesynbratam penotunmpoBanus (CD13+, CD33+, CD34+, CD7+,
CD117+, CD38+, HLA-DR+, MPO-);

M1 — octpelii MuenoOIacTHBIN Jieliko3 0e3 co3peBaHus. biactel 6€3 3epHUCTOCTH WIIH C
€IMHUYHBIMH a3ypOQIILHBIMU TpaHyllaMd, MOTYT COJEpKaTh Teiblla Aydpa; HYKICOIbI
equauYHBIe. bonee 3 % OmacToOB MEPOKCHIA30IONIOKUTEIBHBI U COAEpKAT JUNUALL. bracTHbie
kieTku skcnpeccupyor CD13+CD15+, CD33+, HLA-DR+, CD34+, MPO+;

M2 — ocTpelii MHENOONACTHBIA JIEHKO3 C cO3peBaHMeM. biacTel Mopdojoruyecku u
[IUTOXUMHUYECKH He oTimyatoTcsi oT M1. [lanouku Ayspa, Kak mMpaBUiIo, €IUHUYIHBIE, OOBIYHEIC.
MuenonuTsl, METAMHUETOUMTHl M TPAHYJIOUUTHl MOTYT OBITH BBISBJICHBI B BapHaOeIbHOM
konuyectse (6onee 10 %) 1 yacTo UMEIOT HEHOPMaJIbHYIO MOpdoIorHio. MOHOIIMTApHbIE KIETKH
cocTaBisItOT MeHee 20 % HEeIPUTPIOITUYECKUX KIIETOK. bBilacTHhIE KIETKH 3KCIPECCHPYIOT
CDl1ly,t, CD13+, CD15+, CD33+, HLA-DR+, CD344+, MPO+;

M3 — ocTpelii NpPOMHUEIOUUTAPHBIA JEHKO3. boibliasg 4YacTh KJIETOK COOTBETCTBYET
HEOIUTaCTUYECKUM MpomuenouutaMm. KIeTku 4acTo pa3pylleHbl, TaK YTO MOXHO BBISIBUTH
CBOOO/JIHO pAacMoOJOXKEHHbIE TpaHylbl W TMajgouku Ayspa. Sapa 06macToB pacmoiaokeHb



AKCLEHTPUYHO, BapbUPYIOT B (hOpMe U pa3zMepe, 4acTo COCTOSIT U3 ABYX Joyiel. biacTHbie kieTku
skcnpeccupyror CDI13+, CD33+, pexe CDllpct, CDI5+, no mHe HLA-DR (xapakrtepHas
ocobennocts OITJI) u CD34;

M4 — ocTpblif MEETOMOHOOJIACTHBIH Jeliko3. OO011ee KOIMIecTBO 0J1aCTOB B KOCTHOM MO3Te
cocrasnser 6onee 30 %, npu 3toMm Gonee 20 % 6IaCTOB KOCTHOTO MO3ra u/uimu Gonee 5 x 10%/n
KJIETOK nepuepuyeckoil KpOBH — MOHOOIACTHI, IPOMOHOIUTHI MM MOHOUUTHI. /lnarnos M4
CTaBAT B TOM Clly4ae, KOrJa HW3MEHEHUs B KOCTHOM MO3I€ COOTBETCTBYIOT M2, HO B
nepudepuueckoil KpoBH 0OHapyxuBaloT Oomee 5,0 X 10°/1  MOHOIMTApHEIX  KIIETOK.
[IpOMOHOIIUTHI ¥ MOHOITUTHI OTJIWYAIOTCS OTUETIAMBON MudPy3HON peakiyel Ha HaJIUYHE a-
HadTHIaneraTycrepassl, nHruoupyemoir NaF. bnactueie knetku skcnpeccupytor CD1lpct,
CDI13+, CD14-,CD15+, CD33+,CD64+, HLA-DR+. Takxe ormeuaercs koskcmpeccus CDA4.
CD34 MoeT KOAKIIPECCUPOBATHCSI C MUEIIOUHBIMU MapKepaMu;

M5 — ocTpblit MOHOGIACTHBIH Jetiko3. biacTel cocTaBistoT Oosee 30 % MUETOKApUOLIUTOB.
B xoctHoMm w™o3re 80 % u Oonee HEIPUTPOUIHBIX KIETOK COCTABIISIOT MOHOOJACTHI,
MTPOMOHOIIUTHI U MOHOITUTHI. M5 10 Ty 6J1aCTOB pa3nemstoT Ha 1Be GopMbl: MS5a — MOHOOIACTHI
coctaBisaioT 80 % wunau Ooiiee Bcex OnactoB; M50 — MoHOOIAcThl cocTaBissioT MeHee 80 %, a
OCTAJIbHBIE — TPOMOHOLUTEI U MOHOLUTHI, IPUYEM MOCIEAHUE COCTABIAIOT B cpeaHeM 20 %
6mactoB. bractueie kietku 3xcnpeccupyor CD11y+, CD13—, CD14—,CD15+, CD33+,CD64+,
HLA-DR+, CD4+;

M6 — ocTpblif 3puTpOMHUETI03. B KpaCHOM KOCTHOM MO3T€ 3PUTPOKAPUOILUTHI COCTABISIOT
6onee 50 % Bcex KIETOK, XapaKTEpU3YIOTCA JOJbYATOCThIO M (parMeHTauuen smapa,
MHOTOSI/IEPHOCTBIO, TUTAHTCKUMHU GopmaMu. bractel cocraBisor 6oiee 30 % HEIPUTPOUTHBIX
KJIETOK W MOTYT OTHOCUTbCS K Jobomy u3 DAb-BapuantoB OmactoB, kpome M3. Takwme
ApUTPOOTACTHI YACTO BBIXOJAT B MEepUBEPHUUECKYI0 KPOBb. [T 3pUTPOKAPUOIIMTOB XapaKTepHa
muddys3HO-TpaHyIsIpHAsT ~ peakius Ha  a-HadTwiamerardcrepa’y.  bmacTHele  KIIETKH
skcrpeccupyoT CD33+, CD34+,HLA-DR+, CD36+, CD38+, Gly A+, 7.1+;

M7 — octpbiii MerakapuoOacTHeli Jeiiko3. Cbimie 30 % KJIETOK COCTaBIISIOT HE3pelble,
oyeHb mnosuMop¢Hbie Omactel. Yacto cuibHO Oa3oduibHas nuTOIUIa3Ma OiacToB obOpasyer
IceBONoOANM. PyTHHHAs IUTOXMMHMS HE NOKa3arelbHA. bBiacTHBIE KIETKM 3KCIPECCUPYIOT
CD41+, CD42b+ u CD61+.

7. Pemnenuem BcemupHol opranuzanuu 3apaBooxpaHeHus B 2008 romy yTBepiKIeHA
KJ1accu(UKaLMs OCTPOr0 MUEIIOMIHOTO JIeHK03a, CXOHBIX MPEAIIECTBYIONIMX TeMO0IacTO30B U
OCTPBIX JIEHKO30B COMHUTEIbHOMN JIMHUU:

OMIJI ¢ xapakTE€pHBIMU T'€HETUYECKUMH AaHOMAJIUSMU:

OMIJI ¢ t(8;21)(q22;922); RUNXI1-RUNXITI

OMIJI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;q22); CBFB-MYHI11

OIlI c t(15;17)(q22;q12); PML-RARA

OMJI ¢ t(9;11)(p22;923); MLLT3-MLL

OMIJI ¢ t(6;9)(p23;q34); DEK-NUP214

OMIJI ¢ inv(3)(q21926.2) wn t(3;3)(q21;926.2); RPN1-EVII

OMUJI (merakapuo6mactasiif) ¢ t(1;22)(p13;q13); RBM15-MKL1

OMUJI ¢ u3MeHEeHUsIMU, aCCOLIMUPOBAHHBIMU C MUEJIOJUCIIIA3UEN

MuenonponudepatuBable  3a007€BaHMs, ACCOLMUPOBAHHBIE C  MPEALIECTBYIOIIEH
XUMUOTEPANUEN

OMUJI unave He crienupUITIPOBAHHBINA

OMJI ¢ MuHMManbHOM U HEepEeHITUPOBKOM

OMUJI 6e3 co3peBaHus

OMIJI ¢ co3peBannem

OcTphIii MUEITOMOHOUMTAPHBIN JIEHUKO3

OcTpblit MOHOOIACTHO/MOHOIIUTAPHBIH JIEHKO3

OcTpslii 3pUTPOOITACTHBIN JIECHKO3

Octpblii Merakapro0IacTHBIN JTEHK03

OcTtpslii 6a30(pHIIBHBIN JICHKO3

Octpblii maHMueno3 ¢ MuenoGuopo3oM (CHHOHMM: OCTPBIH MHEno(huOpo3; OCTpHIA
MHUEITOCKIIEPO3)



Muenouanasi capkoMa (CHMHOHMM: OKCTpaMeAyJUIApHash  MHUEJIOUIHAs  OIyXOJb;
IPaHyJIOLHUTApHAsI CAPKOMA; XJIOpOMa)

MuenonponudepatuBHble 3a00J1€BaHUs, COMMYTCTBYOIINE CUHAPOoMY JlayHa

TpaH3UTOpHBIN AHOMAaJIbHBIN MHETIOI033 (cuHOHMM: TPaH3UTOPHOE
MHUETTONPOIudepaTUBHOE PAaCCTPOICTBO)

OMUJI, accouuunpoBaHHbIi ¢ cunapoMoM JlayHa

brnactHOe mIa3MouuTONIHOE HOBOOOPA30BaHUE U3 JEHAPUTHUECKUX KIETOK

OcTtpble NeiiKeMUH COMHUTENbHON JTMHUHU

OcTtpsiii HenudGepeHITMPOBAHHBIN JICHKO3

budenorunuaeckuit octpslii erkos ¢ t(9;22)(q34;q11.2); BCR-ABL1

budenorunuyeckuii ocTprii neikos ¢ t(v;11g23)

budenorunuueckuit ocTpslii eliko3, B/muenonn

budenorunuyeckuii ocTpeiii neikos3, T/Muenoun.

I'JIABA 3
JAUNATHOCTHKA OMJI

8. [lutomopdornoruueckoe  HcClIeIOBAaHUE acmupara KOCTHOTO  MO3ra  SIBJISIETCS
o0s13aTeIbHBIM MeTOA0M TIpH TTofo3pernr Ha OMJL. Kpurtepuewm nist moctanoBku nquarao3a OMJI
SBIIIETCS OOHApYXKeHHE B KOCTHOM Mo3re >20 % 011acTOB, OTHOCSAIINXCS K MUEIIOMJTHON THHUN
KpoBeTBopeHus 3a uckmouearnemM OMJII ¢ t(8;21), t(15;17), inv(16) umu t(16;16) u HEKOTOPHIX
CJIy4aeB dPUTPOICHKEMUH.

NmvmyHODeHOTHTTHPOBAHTE c HCIOJIb30BaHUEM MHOTOIBETHOM MPOTOYHOU
UTO(QITyOPUMETPUN TIPUMEHSICTCS ISl OTPEACNICHUs] KICTOYHOW JTMHUHM, K KOTOPOW OTHOCSTCS
KJIOHAJIbHBIE KJIeTKU. J1Jis O0JbIIMHCTBA MapKepoB ompeneeH kputepuid 20 % u 6osee 61acTHRIX
KIIETOK, OJKcrpeccupyrommx naHueiii CD. JlaHHbBIE MeTonm sBiIseTcss 00s3aTeNbHBIM IS
nmocTtaHoBKH  guarHoza  OMJI ¢ muHuMansHOM  nuddepeHIIMpPOBKO,  OCTPOro
METakaproOJaCTHOTO JieiiKo3a 1 OM(EHOTUITMUECKUX OCTPBIX JEHKO30B.

[{uToreHeTnueckoe MCCIEOBAHHUE SBIIAETCS 00S3aTENbHBIM KOMIIOHEHTOM TUArHOCTUKHU
npu nono3penur Ha OMJIL. [l anexkBaTHOTO aHaINU3a HOPMAJIBHOTO KapHOTHIIA U OOHAPY KEHHS
CTPYKTYPHBIX M YHCIIEHHBIX aHOMAJHMi XpOMOCOM HEOOXOIUMO HuccienoBaHue MUHUMYM 20
MeTa]a3HbIX KIETOK.

9. MonekynsipHasi HTUTOT€HETHKA BBINOJIHACTCSA C LEIbIO BBISIBICHUS T'€HHBIX MEPECTPOEK
WJIU TIOTEPU XPOMOCOMHOT'0 MaTepuara.

I'JTABA 4
JIEHEHHUE OMJI

10. OcHoBHbIM MeTomoMm JiedeHuss OMII daBnsieTcs mnporpaMmHasi IUTOCTAaTHYECKas
Tepanwusi, UHTCHCHUBHOCTh KOTOPOH COOTBETCTBYET MPOTHO3Y 3a00JEBaHUS Yy KOHKPETHOTO
MalUeHTa U €ro OTBETY Ha TEPAINUIO Ha Ka)KIOM €€ JTarle.

10.1. ITokxa3zanus k npuMeHeHuo0. [IporpaMMHYI0 IUTOCTATUYECKYIO TEPAIIUIO IPUMEHSIOT
JUIsL JIYCHHS TMaueHToB B Bo3pacte oT 18 mo 60 xer (59 mer 11 wmecsieB) ¢ BHOBb
nuarnoctupoBaHHbiM OMJL: MO-M2, M4-M7 o ®Ab-knaccudukamnuu, Kpome:

MOJIy4aBIIUX paHee XUMUOTEPAIHIO 110 TOBOY 3TOro 3a00JIeBaHNUS;

MOJIyYaBIIUX paHEe Jy4eBYI0 WM IMTOCTATHUYECKYIO TEpaIluio IO TOBOAY IPYTHX
OHKOJIOTHYECKUX 3a00JIeBaHMH (TUM(OMBI, paK MOJIOYHOM KEJE3bl U IPYTHE);

MMEIOIINX MPEAIIECTBYIOMINI MUEIOIUCIIIIACTUYECKUN CUHIPOM;

CTpaJaroux 6JaCTHBIM KPU30M XPOHUYECKOTO MHUENOJIEHKO3a.

10.2. IIpoTuBONIOKa3aHUsl K NPUMEHEHUIO MNPOTPaMMHON IIUTOCTATUYECKON Tepanmuu y
nanueHTa:

3acToifHas cepaeyHas HEJOCTaTOYHOCTh, HECTAOWJIbHAS CTEHOKApIWs, HAPYyIICHUS
CepJICYHOT0 pUTMa U MPOBOJIUMOCTH, OCTPBIN MepHoJ HHPApKTa MUOKap/a;

TsDKENass THEBMOHHMS  (IIbIXaTeNbHAs HENIOCTAaTOYHOCTh — OJbIIKa Oomee 2628
JBIXaTeIbHBIX JIBWKCHUN B MHUH., THTTIOKCEMHUs MeHee 70 MM pT. CT.);

MoYeyHasi HeJOCTaTOYHOCTh (YPOBEHB CBHIBOPOTOUHOTO KpeaTnHuHa Oomnee 0,2 MMOIb/T,
KJINpEHC KpeaTnHuHa MeHee 60 Mi1/MuH);,



MEYeHOYHasl  HEJAOCTAaTOYHOCTh (32  MCKIIIOYEHHWEM  CIyyaeB,  OO0YCIIOBIIEHHBIX
neiKkeMUYecKod HMHQHUIbTpAIlMel opraHa), OCTpbIi rematuT (ypOBEHb CBHIBOPOTOYHOTO
owmpyouHa Oosee 1,5 HOpM, moBbimieHHe TpaHncamuHaz (ATAT m AcAT) Gomee 3 HOpM,
npoTpoMOUHOBEIH nHAEKC MeHee 70 %));

cencuc (HEKynmupyromiascs aHTUOMOTHKAaMU Juxopaaka cBbime 38°C, cenTuko-
MUEMUYECKUE 09aru, HeCTaOMIBHOCTh TeMOIMHAMUKH );

yIpo’Karolue >KU3HU KPOBOTEUEHHUS (PKEITyJOYHO-KHUILIEYHOIO TpakTa, MAaTOYHEIE,
KPOBOMBJIMSHUS B TOJIOBHOM MO3T);

TSDKETIbIC TICHXUYECKHE HapyIIeHus (Ope, TSHKEIbIN TepPecCUBHBIA CHHIPOM);

¢u3nyeckas HECOCTOSATENLHOCTh, TPEOYIOMIas MOCTOSHHOTO YXOfa, KaxeKcus (ypoBEHb
obmero 6enka HUXe 35 1/11);

OCTpBIE TUIIO- U TUIEPIIINKEMUUECKNUE COCTOSTHUS;

JpyTrHUe COMYTCTBYIOIIME OHKOJIOTHYECKUE 3a00ieBaHus (paK JIETKUX, MOJIOYHOM KeJe3bl,
KeNyiKa U Ipyrue).

11. IIporuo3upoBanue u orneHka 3HPEKTUBHOCTH TEPATTHH.

[MTokazarensmu 3¢ pextuBHOCTH NeueHuss OMJI sapnstoTcst:

BEPOATHOCTh  JOCTHIKEHMSI  KIMHHKO-TEMAaTOJIOTMYECKOH PEMHCCHMM U CHIDKEHHE
JeTaIbHOCTH, 00YCIOBICHHON TOKCHYHOCTBIO IIUTOCTATHUECKON TepaIuH;

YMEHbBIIIEHUE BEPOATHOCTH PEIUINBA;

yBeJIn4eHue oomeit 1 cBoOOIHON OT OOJIE3HN POIOJIKUTEIHHOCTH KU3HH MAIIHEHTOB.

12. MakcumanpHast dS((PEKTUBHOCTD JICYEHUS JOCTHUTAETCS €ro HWHTEHCH(UKAIHEH
(yBenMYEeHHEM 103 IUTOCTaTUYECKMX JIEKAPCTBEHHBIX CpPEACTB) B  COOTBETCTBUM C
MHIUBUAYATbHBIM POTHOCTHYECKUM MpoduiieM nanuenra.

12.1. o Hawana tepanuun OMJI MeTOOOM WIECTUIBETHOW INPOTOYHOM LUTOMETPUU
OTIPENIEIISAIOT MapaMeTphl JielKko3accoruupoBaHHoro ¢enoruna (gamee — JIAD) muenoumHbIX
ONaCTHBIX KJIETOK KOCTHOTO MO3ra TalueHTa M OTHOCHTEIBHOE COJEpKAHME MHEJIOUIHBIX
OsacTHBIX KJeTOK ¢ JIAD, skcnipeccupyronux anbda perentop uarepiciikuaa-2 — CD25 (nanee —
CD25+ kJerok).

12.2. Jlo Hauana Tepamuu OMNPEACIAIOT TaKXKE TIE€HETUYECKHH MpopuiIb MalueHTa
(LMTOTeHEeTHYECKHE U MOJIEKYJIIPHO-TeHEeTUYeCKHEe (PaKTOPBI IPOTHO3A).

12.3. TIpu conepxxanun CD25+ kiretok 1o Havana aedeHus menee 10 % u npu oTcyTCTBUM
(0 %) xnerok ¢ JIA® nocie nepBoro Kypca Tepanvy MHAYKLIUN PEMUCCHHU 110 IPOTOKOITY «7+3»
C JCKAJIMPOBAHHBIMU J03aMH aHTPALUKINHOB OrPAaHUYUBAIOTCS OJHMM KypCOM HHAYKLHHU
peMHCCHHM, MalMeHTa MEPEBOAAT Ha TEPAIMI0 KOHCOJIMJIALUMU PEMUCCUU C BBICOKMMH J03aMHU
nutapadbuHa no npotokoiay HiDAC.

12.4. Tlpu conepxanun CD25+ knetok 10 Hauyana nedeHus: meHee 10 % u knerok ¢ JIAD
nociie kypca uaykuuu 0,01 % u 6onee npoBoaAT 1Ba Kypca UHAYKIIMH PEMUCCHUU TIO TPOTOKOITY
«7+3», mpuyeM IMEpBBIM KypC € ASCKaJIMPOBAaHHBIMU a BTOPOM CO CTaHJAPTHBIMM J103aMU
aAHTPALMKINHOB.

12.5. TIpu conepxanun CD25+ kierok no Havyana geueHust 10 % u 6oee v mpu 0TCyTCTBUU
(0 %) xnerok ¢ JIA® nocne nepBoro Kypca UIyKUUH, IPOBOJAST J1Ba Kypca MHIYKIUU PEMHUCCUU
10 MPOTOKOJY «7+3», MpUUEM NEPBBIN KypC C dCKAIMPOBAHHBIMH, & BTOPOM CO CTaHAAPTHBIMU
7103aMH aHTPAIUKINHOB.

12.6. ITpu comepxanuu CD25+ kinerok no Hadana nedenus 10 % u 6onee, a kinerok ¢ JIAD
nocnie nepBoro kypca uaykuuu 0,01 % u Gonee, mpoBOAST ABa Kypca MHAYKIHMH PEMHUCCHH,
MPUYEM TEPBBIM KypC MO MPOTOKONY «7+3» C 3CKATMPOBAHHBIMU JI03aMH AHTPALUKIMHOB, a
BTOPOM KypC C BEICOKUMU JI03aMU ITUTapadbuHa, unapyounuaomM u paymaapadunom (FLAG-Ida).

12.7. lpu conepxanuu kiaetok ¢ JIAD B KOCTHOM MO3Te MalMeHTa C OJarompHsITHHIM
renetnyeckuM npocpunem 0,01 % u Oonee mocie Tpex KypcoB KOHCOMUAALMU PEMHCCHU C
BBICOKMMH J[03aMU niuTapabuna no npotokoiny HiDAC , manueHT HampaBiseTcsl sl POBEICHUS
QJUTOTCHHOW WJIM ayTOJIOTHYHOU (TIPH YCIOBHHM OTCYTCTBHUA KieTOK ¢ JIAD B TpaHCrutaHTarte)
TPaHCIUIAHTAIIMM TEMOIIOATHYECKUX CTBOJOBBIX KieTok (manee — TI'CK). MoOunmzamuio u
KOJUIEKIIMIO TeMOIMOATUYECKUX CTBOJIOBBIX KJIETOK MepudepruuecKkoil KpOBU Y BCeX MAllMEHTOB, HE
HMMEIOLIUX COBMECTUMBIX 1O cuctemMe HLA poacTBEHHBIX JOHOPOB, BBIIOJIHAIOT MOCJIE IEPBOIO
Kypca KOHCOJHMJALMU PEMHUCCUU. BBIMONHAIOT KOHTPOJb TPaHCIUIAHTaTa Ha HAMYHE KJIETOK C
JIA® meTo0M MHOTOLIBETHOM IPOTOYHON IUTOMETPHH.



12.8. TlarmmenTam ¢ mpoMeKyTOYHBIM M HEOIaronpusATHBIM TeHETHYECKUM MPOHUIIEM TTOCITE
TEpanuy KOHCOJIUIANN PEMUCCHH HE3aBHCHMO OT HAJIMYMS B KOCTHOM MO3re KieTok ¢ JIAD
MIPOBOJAT BBICOKOJIO3HYIO XMMHOTEPAIUIO C aJUIOTeHHOUW (POACTBEHHOHN MO0 HEPOACTBEHHON)
WM ayTOJIOTUYHOM (TIpH ycinoBUU OTCYTCTBUS KiIeToK ¢ JIA®D B Tpancmnanrare) TCI'K.

13. HacTosimuii  kIMHWUYECKH mpoTokos JjedeHus OMII wuimoctpupyercs cxXeMmou
nporpammbl Tepanuu, rae «7+3», FLAG-Ida, HIDAC — Ha3BaHus KypCOB LIMTOCTATHYECKOU
tepanuu (Pucynox 1).

14. Mapkepsl JeMK03acCOLMUPOBAHHOTO (heHOTUNa OJACTHBIX KJIETOK KOCTHOTO MO3ra
naruesToB ¢ OMJI:

AKCIpPECcCHst TMHEHHO-criennpruaeckux Mapkepo tuMponansix kietok CD19, CD7, CD22,
CD4, CD56;

OTCYTCTBHUE M CHHKEHUE IKCIPECCUN JTMHEHHO-CIIeNN(PUIECKUX MAPKEPOB MUETIOUTHBIX
kaerok CD 13, CD33;

OTCYTCTBHUE WUJIM CHIDKEHHUE SKCIIPECCUH HETMHEHHBIX MAapKepPOB, XapaKTePHBIX I JaHHOM
craauu nuddepenuposkn HLA-DR, CD38;

THIIEpIKCIIpeccusl HEMUHEWHBIX U JTMHEHHO-ciennpuiyeckux mapkepos CD15, CD11b, Tdt;

skcnpeccus 7.1.

15. HuToreneTnyeckre U MOJIEKYJISIPHO-TeHETHYECKUE (DaKTOPBI POTHO3a PUCKA PELIUINBA
OMUI (renernueckuii mpouiIb MAIMEHTA):

15.1. cranmapTHBIN (HU3KHUI) pUcK penuauBa (OIaronpusITHBIA T€HETHUECKUN MPOQUIIb):
t(8;21); inv(16), t(16;16); myranThbiiit NPM 1 6e3 FLT3-1TD (HopManbHBIi KapuoTHN);

15.2. npoMexXyTOUHBIH pUCK peuuauBa (IPOMEKYTOUHBI TI'€HETUYECKUH TPOQHIIB):
myTtanTHbIE NPM 1 u FLT3-ITD (nHopmanbHbiii kapuotun); aukuid tun NPM 1 u FLT3-ITD
(HopmanbHbIii kapuotui); nukuii THn NPM 1 6e3 FLT3-ITD (Hopmanbubiit kapuotumn); t(9;11);
HaJIMYMe LHUTOTCHETUYECKNX aHOMaJHil, HEeKJacCUPUIHUPYEeMbIX KakK OJaronpusTHbIE WIH
HeOIaronpusITHHIC,

15.3. BBICOKHI pUCK penuanBa (HeOIaronpusITHeIA reHeTHYecKuid mpodwb): inv(3), t(3;3);
t(6;9); t(v;11); =5, del(5q); —7; xomrnekcHbIi kapuoTum; 11q23 anomanuu (ocodenHo t(6;11) u
t(10;11).

16. IIpoTOKOIBI HUTOCTATUYECKON TEPAIINU Ha pa3IM4HbIX dTanax jeueHus OMJL

16.1. UHOyKuus peMUCCHUH.

«7+3» ¢ 3CKAIMPOBAHHBIMU JI03aMHU aHTPALUKINHOB:

nayHopy6ouiH 90 Mr/m? 1 pa3 B JeHb BHYTPHBEHHO 3 JHS HIIH

unapyourun 12 mr/m? 1 pas B IeHb BHYTPUBEHHO 4 HS;

rmtapabun 100 mMr/m? 24-yacoBas BHyTpHBeHHas HH(Y3Hs 7 JHEH.

«7+3» co cTaHAApTHBIMH JT03aMU AHTPAITUKINHOB:

nayHopyouImH 45 Mr/m? 1 pa3 B IeHb BHYTPHBEHHO 3 JHS WIIH

unapyourun 12 mr/m? 1 pas B IeHb BHYTPUBEHHO 3 JIHS;

rmtapabun 100 mMr/m? 24-yacoBas BHyTpHBeHHas HHQY3Hs 7 THEH.

FLAG-Ida:

TPaHYJIOMHUTAPHBIN KOJOHHECTUMYJIUPYIOMHK ¢dakTop SMKr/kr ¢ aas 0 10 BbIXOma u3
[IUTOTICHUU;

¢nynapabun 30 mr/m?, 30-MuHYTHas BHYTpUBeHHas MH(Y3us 1—4 nHu;

uurapadun 1000 mr/m? BHYTpHBEHHO 4-yacoBas uH(Y3Hs nocie (uoaapabuna 1-4 quu;

uaapyoue 8 Mr/m? 1 pa3 B ieHs (BHYTpUBeHHas 6omocHas nHdy3us) 1,3 1au.

16.2. KoHconuaanusi peMUCCHH.

HiDAC:

uurapabun 3 r/m? kaxzasie 12 yacos (3-yacoBas BHyTpuBeHHas undy3us) B 1-i, 3-it u 5-it
TTHH.

16.3. AnnoreHHasl WM ayTOJOTMYHAs TPAHCIUIAHTALUS TEMOMO3TUYECKUX CTBOJIOBBIX
KJIETOK BBINIOJHSIETCS B COOTBETCTBHMM C KIMHUYECKHMM MPOTOKOJIOM TpPaHCIUIAHTALUU
TEMOIOATHYECKUX CTBOJIOBBIX KJIETOK y B3POCIHBIX C OHKOJIOTMYECKHMMHU U T€MaTOJIOrMYECKUMHU
3a0oeBaHusAMH (MpUJIOKEHHEe 3 K Tpukasy MMHHCTEpCTBAa 3ApaBOOXpaHeHHs PecmyOmuku
benapychb ot 5 suBapst 2010 1. Ne 6 «O0 yTBepk A€HUU HEKOTOPHIX KIMHUYECKUX MPOTOKOJIOB
TpaHCIUIAHTAIMU OPTaHOB U TKAHEU YETIOBEKa).



17. JIabopaTOpHBIi U KIMHUYECKUA MOHUTOPUHT MPOTPAMMHOMN ITATOCTATUYECKON TEPAITHH
(OMJI MOHUTOPHHT).

17.1 UccnenoBanue acnupara KOCTHOIO MO3ra C ONIPEACICHUEM COAEPKaHUSI MUETIOUIHBIX
0JIaCTHBIX KJIETOK ¢ JIAD.

Brimonnsiercs B quu 1 u 28 mpoTokosia MHAYKIMU peMuccuu. Jlanee muenorpamma c
OTIpeICTICHUEM MHUEIOUIHBIX OJIACTHBIX KIETOK ¢ JIA®D, BBHIMOIHSIETCS TO BOCCTAHOBJICHUHU
reMorod3a IMocjie Kypca MHIYKIUU (KOHCTaTalusl TOCTHXKEHHUS NEpBOM PEMHUCCHUHU) U Tepen
KKIBIM KypcOM KOHCOMUAANUU (KOHTPOJIb COCTOSTHUSI PEMUCCHH ).

17.2. O0muii aHaau3 KpOBH.

BrimonHsieTcss HE pexe, 4eM depe3 JIeHb BO BpeMsl HHAYKIIMH PEMHCCUU U BO Bpems ¢a3
arula3uy, B OCTAJbHOE BpeMs — HE peke JBYX pa3 B Hezeno. Bo Bpemsi mpoBeieHHs Kypca
WHIYKIIMH U HA «BBIXOE» U3 alUIa3ui HEOOXOAUM PYIHON MOJICUET JCHKOIMMUTAPHOU (HOPMYIIHIL.

17.3. buoxumuyeckoe ucciea0BaHue KPOBH.

Brimonnsiercss He pexxe Tpex pa3 B HEACNIO BO BpeMsl HUHAYKIWW, MPU HATUYUHU
MeTabOoMMYeCKUX  HApyLIeHWH —  TUIOHATpUEMUs, THUIEPKATUEMHs, TUIIOKaJIbIIEeMHUs,
TUIIEPYPUKEMUS — €KEIHEBHO WM 4Yallle;, Jajiee, BO BpeMsl MEPUOJOB arjia3uu — 2—3 pas3a B
HEIeIo.

17.4. Bupycoaoruueckoe uccie10BaHue.

Mapkepsl renatutoB B u C uccneayrorces npu NOCTYIUICHUH, Jlajiee MapKephl renarura B,
C — no nokazanusim. AHTU-CMV IgG uccnenyercs npu nocryiuieHnd. B nanpHeieM Mapkepsl
CMV-undexunu (IgM, anturenemusi, PCR) — ToJbKO 10 KIIMHAYECKUM TTOKa3aHUSM, a TaKKe
nepes aJIOTeHHON TPAHCIUIAHTAMEeH TeMONIO3TUYECKUX CTBOJIOBBIX KJIIETOK.

17.5. OKT" u OxoKT'.

Brinonnstores nepen HauauioM Kypca MHAYKIIUH PEMUCCHH.

17.6. bakTeproa0ruuecKkoe uccieI0BaHue.

[ToceBbl KpOBH HA MUKPOOHMOIOTHYECKOE UCCIICIOBAHUE MMPOU3BOAATCSA B HaYaJle KaXI0TO
anu3o/ie GeOPUIIbHON JIMXOPAIKH, TO €CTh B MOMEHT 03HOO0a. /{7151 moceBa HEOOX0MMa TOPIIHS
KPOBHU U3 IIEHTPAJILHOTO KaTerepa He MeHee 10 M1 B KaXKAblil (pr1akoH ¢ MUTaTeNbHON Cpeaoi.

17.7. IIo OKOHYaHUY JICUEHUS:

KOCTHOMO3TOBas MmyHKIus ¢ uccineaoBanueM MOB: niepssie 2 rona uepes 3 mecsua (3, 6, 9,
12, 15, 18, 21, 24 mecsna), ganee 1 pa3 B rox (36, 48, 60 mecsies).

I'JIABA §
COIMPOBOJAUTEJIBHASA U BAMECTHUTEJIbHASA TEPAIIUSA ITPU OM.JI

18. OGecrieueHre LEHTPAIBHOTO BEHO3HOTO JOCTYIA Ul MPOBEACHHS HMH(Y3UMOHHOH M
reMOKOMITOHEHTHOH Tepanuy MalueHTy.

19. ConpoBouTenpHas Tepanusi MpHU MPOBEICHUH NEepBOM (a3bl UHAYKIMH PEMUCCHH U
npoduiakTUKa CUHAPOMA JIM3KCA OITYXOJIH:

19.1. undy3uoHHas Tepanus M0J KOHTPOJIEM TUype3a U KIMHUKO-Ta00paTOPHBIX JTaHHBIX
MIPOBOJIUTCS CIIEAYIOIIMMHU pacTBOpaMu: Tiroko3a 5 %, pactBop Hatpus xyopuzpa 0,9 %,
runpokapOonar Hatpus 7,5 %. Ha mepBoil ¢aze mHIykimu uHQY3US TPOBOAUTCA O€3 Kaus
xjiopuga. B 3To Bpemst He06X01MMO BHUMATENIBHO CIEAUTD 3a OajJaHcoM AUype3a, Mpu 3aepiKKe
Moun Gosee 200 Mi/M> B TedeHHe 6 YacoB TIOKA3aHO BBEJAEHHE (ypoceMHIa B Pa3oBOil J03e
1 Mr/Kr;

19.2. annonypunon B 103e 300 Mr/mM%/CyTKH epopaibHo;

19.3. cenexkTuBHAs JEKOHTAMUHAIMS KUIIEUYHHKA: Itunpoduiokcarma 500 mr/cytku +
¢nykonazon 300 Mr/cyTku Ha3Ha4yaeTcsi ¢ MOMEHTA IOCTYIUICHHUS MAalMeHTa B OTJAEJICHUE U
MPOJIOJKAETCS 0 TIEPBOTO AMK30/1a PeOpUTbHOM TUXOpaaKH (TpH dmu3o0aa Temmeparypsi 37,5 °C
B TeUeHHE JHs 0e3 mpueMa napareTaMmosia Wi OJHOKpPATHbIM moabeM temmeparypsl 1o 38,0 °C);
Ha4YMHAasi ¢ MOMEHTa (HeOPUIIbHOM TUXOPaIKU Ha3HAYaI0TCs MapeHTepaabHble aHTUOMOTHKY;

19.4. antusmeTnku (aHTaroHUCThl cepoTOHMHOBBIX SHT3-penentopoB): OHIAHCETPOH
0,45 mr/kr/cytku; rpanuceTpoH 0,04 MI/Kr/CyTKH OJHOKpPATHBIM BBEACHUEM (BBICIIAS CyTOYHAs
no3a 6 mr); TponuceTpoH 0,2 MI/Kr/CyTKH (BbICIIAsl CYTOYHAS 71032 5 MT).

20. 3amecTuTenbHBIC TEMOTPAHC(Y3UU:

20.1. sputpouunTapHas Macca. I 'eMornoOuH noaaepxuBaetcs Ha ypoBHe He MeHee 80 /i1 —
KpOME CITy4aeB ¢ MHUIIUAIBHBIM JICHKOIIUTO30M Oosiee 50 x 10%/m;



20.2. TpOMOOKOHIIEHTpAT.

Jlnst mpoBeieHus epBoi (pa3bl MHAYKLIUN YPOBEHb TPOMOOITUTOB JTOJDKEH OBITH HE MEHee
30 x 10°/n. ViHBa3uBHBIe MaHUMYJIANUK (TIOMOATbHAS MyHKIHUS, KaTeTepu3als LEeHTpaabHON
BEHBI) TPEOYIOT ypoBHs TpoMOoruToB He MeHee 30 X 10°/1. B mepuos anmasuu KpoBETBOPEHHUS
mocie J00ro Kypca MOMMXUMHOTEPANUU, €CId HET KPOBOTCUECHHMHM W (W) WHGEKIUH C
(beOpriibHON TMXOpaiKOi — TPOMOOLMTHI JOJDKHBI MMOJICPKUBATHCS HAa YpOBHE HE MEHee
15 x 10%/m;

20.3. cBexe3amopoxenHas minazma (naiee — C3I1). Tpancgysun C3I1 mpoBoIsATCS TOIBKO
MpU CIACAYIOMMX M3MEHEHUSIX B Koaryjorpamme: ¢puOpuHOoreH meHee 1 1/, mpoTpOMOUHOBBIM
unaexc meree 50 %, akTHBUPOBaHHOE MapLMATbHOE TPOMOMHOBOE BpeMs Oojiee 55 ceKyHI.

21. Kononuectumynupyroniue GakTopsbl.

Jloza I'-KC® cocTaBisieT 5 MKI/KI/CyTKH, JIEKapCTBEHHOE CPEICTBO BBOJUTCS MOJIKOXKHO
WY BHYTPUBEHHO B TeueHHe 1—6 ydacoB Ha 0,9 % pactBope xsopuna Hatpus + 2 mu 5-10 %
pacTBopa anp0yMUHa.

22. IIpu BOBHMKHOBEHUHU MTPU3HAKOB MH(MEKITNN WM JIUXopajika cBeime 38 °C Ha3HaYaeTCs
SMIMpPHUYECKasi aHTHOAKTepuanbHas Tepanus (kapOarmeHeM C aHTHUCHHETHOMHOM aKTHBHOCTBHIO
(MeporieHeM WK JOPUTICHEM WIJTH UMHUTICHEM/ITUIACTaTHH ) B MOHOTEPAITIH WK 1ieaiocropuH 3-
ro/4-ro TOKOJCHUS B COYECTAHHMM C aAMHHOTJIMKO3HJOM 2-r0/3-r0 IOKOJEHHUS), TO €CTh JI0
MOJIy4YEHHUSI Pe3ybTaTOB O0aKTEPHOJIOrHYECKOro MccienoBaHus. JIMxopaakod cuyuTaercs OAMH
K30 akcWwUspHOi Temmeparypsl 38,0 °C wiu 3 snu3ona cyodeOpunpHOl nmuxopaaku (37,5—
38,0 °C) B TeueHue CyTOK WJIM OJIMH A1KU30]1 Temmepatypsl 37,5-37,9 °C B TeueHue yaca u 0osiee.

B cinyuae mosiBneHust Ha 0030pHOH peHTreHorpamme opranoB rpynHoit kietku (OI'K)
HOBBIX OYaroBbIX M3MEHEHUN W/MIM KIMHUYECKHX CHUMIITOMOB ITHEBMOHMHM (Kaileib, 00Jb B
TPYAHOMN KJIETKE, X PHUITBI/KPEIUTAIHS IPU aYCKYJIbTAIUN), a TAK)KE TIPU MMO03PEHUH HA KaTeTep-
aCCOLIMMPOBAHHYIO MH(EKIIHIO KPOBOTOKA PEKOMEHIYyeTcsl J00aBUTh K MEPBOHAYAIBHON CXeMe
AMIUPHUUYECKON aHTHOAKTEPUATLHOM TepPAUy JTHHE30IU UM BAHKOMHUIIHH.

Cpazy 1mocie  Ha3HaueHUsT MEpBOMl  KOMOMHAIMM  AHTHOMOTHKOB  OpajbHas
aHTHOaKkTepuanbHas (uunpodIokcanyH) mnpekpamaercs. WHumanbHas Tepamusi JI0JDKHA
MPOBOIUTHCST 0€3 WM3MEHEHHWW B TEYCHHE 72 4YacoB, €CIM HE MPOU30IUIO0 CTPEMHUTEIHHOTO
VXYAIICHUS COCTOSIHHSI TAIlMEHTa W HET HOBBIX oyaroB. [Ipu mMmodydeHWH pe3ylbTaToB
0aKTepUOIIOrMYECKOT0 HCCIIeI0BaHUsl aHTHOAKTepHalIbHAs Tepanus MOIUPUIIUPYETCS] COTTIACHO
YYBCTBUTEIHLHOCTH BBISIBJICHHBIX MHUKPOOPTaHW3MOB K aHTHOWOTHKaM. [Ipu BBIIEICHUU Y
nanueHTa rpaMoOTpUIATENIbHOTO BO30OYAUTENS, YCTOMYMBOIO K KapOaneHeMaM, peKOMEHIyeTcs
3aMeHa MOCIEHUX Ha KOJUCTUH B COYETAHUU C TUTCIIUKIMHOM.

23. Ecnmn Ha QoHE TPOI0IDKAIOIICHCS] TPOTUBOTPUOKOBOM IMEpOPaTbHON MPOPUIAKTUKHI
(IyKOHA30JI0M ¥ aJIcKBaTHOW aHTHOAKTEPUATBHON TEepamuy JUXOPaJKa COXpaHseTcs 4 CyTOK U
0osee, peKOMEHyeTCS Ha3HAYeHUE SMIIUPUYECKON MPOTHUBOTPHUOKOBOI Tepanuy BHYTPUBEHHO.
BHYTpUBEeHHO Ha3HAYaIOTCS JICKAPCTBEHHBIE CPEACTBA M3 TPYNIBl JXUHOKAHIWHOB WM
BOPUKOHA30]1.

24. TIpodunakTHKa MHEBMOLUCTO3A.

Tpumeronpum 80 mr/Cynsdamerokcazon 400 mr mo 2 tabneTku 2 paza B JeHb 3 pa3a B
HEZEIO.

TJIABA 6
NMPOPUTIAKTUKA HEMPOJIEUKEMUUA

25. [Ipodunaktrka HEHPOICHKEMHUH TIPOBOIUTCS:

pu MuenoMoHoOIacTHOM Jielikosze (M4 mo FAB);

pu MOHOOIacTHOM Jielikosze (M5 o FAB);

npu Bcex Gopmax OMIJI, ecnmu Ha MOMEHT yCTAHOBJICHHs JHAarHo3a B MepH(epHUUIecKOi
KPOBHM OTIPEIEINSIICS THIEPIeHKOIUTO3 (JIeHKoIMTHI cbie 30 X 10°%/m).

26. IlepBast AmarHocTUYECKas TIOMOAIbHAS TYHKITUS C 00s13aTEIbHBIM BBeieHneM 12,5 mr
METOTpeKcaTa MPOU3BOAUTCA O Hayala TNpoBeAeHHs Monuxumuorepanuu. IllpoBenenue
JTUArHOCTHYECKON IMyHKIIMH MOXET OBITh OTCPOYEHO BCIEACTBHE TIIYOOKOW ITUTONCHUH,
(metikonmtsr 1,0 x 10%/1, TpomGomutsr 20,0 x 10°/1). B Takux ciaydasx moM6anbHas TyHKIHS
OCYLIECTBJISIETCSL MOCJE MPOBEACHUS MEPBOTO MHIAYKUMOHHOTO Kypca M BBIXOJIa MallMeHTa W3
LUTOTECHUH.



27. Bce mnocrnenyroonme MTYHKIUH TPOU3BOAATCA C BBEACHUEM TpPEX JEKAPCTBEHHBIX
CPEICTB: METOTPEKCaT, IUTapabuH, MPeTHI30JIOH. JIekapCTBEeHHBIE CPEACTBA BBOJSATCS B PA3HBIX
mmpunax. OO0muii 00beM BBOJUMOTO pacTBOpa HE AOMKeH mpeBbimarh 10—12 M. O0bem
CIIMHHOMO3TOBOM JKMJIKOCTH, KOTOpas Oepercst A HCCIeAOBaHMs, cocTaBisieT 1/2 o0bema
BBOJMMBIX pacTBOpoB. [l pa3BeneHus UCIOIb3yeTCsl AUCTUIUIMPOBaHHAs BoAa. MeToTpekacar
BBOMTCA B 7103¢ 12,5 MI/M? , MaKCUMabHas 11032 JIeKapCTBEHHOro cpeacTsa 15 mr. I{urapabun
BBOIUTCS B 103€ 20 Mr/M> u MPEIHNU30JI0H B 103€ 30 Mmr.

28. Cxema npoBeJieHHs JTIOMOATbHbBIX TYHKIUH:

1-g myHKIUs (IMarHOCTUYECKast) — 10 MEPBOT0 Kypca HHAYKIINU;

2, 3, 4-s1 MyHKIHUX — TTepe] KAKIBIM MOCIEAYIOMUM KypCOM HHIYKIUHU (KOHCOJHIAINN ),

5-1 MyHKIUS — NIepe]l IEPBBIM KypCOM IMOIepKUBAIOIIEH TepaInu;

6, 7-1 MyHKIUS — Iepe]] KaKIbIM TPETHUM 110 CYETY KypCcOM MO Aep KuBaroiel Tepanuu (1
pa3 B TpU MecsIIa);

8-51 MyHKILMS — NIepe]] CHITHUEM MaIlMeHTa C TepaIlnu.

29. Ilpu TsDKENBIX peakuusx Ha COYETaHHBIE HHA0IIOMOATbHBIE BBEIACHHS LIUTOCTATUKOB
(SIBJICHUST MEHWHTH3Ma) BO3MOXKHO TIPOBEACHHE NPOPUIAKTUKHA HEUPOICHKEMUU TOJIBKO
METOTPEKCAaTOM B J103¢ 15 Mr, B coueTaHuH ¢ OOJyYe€HHEM TOJOBHOTO MO3Ta C JBYX IOJICH B
cyMMmapHo# no3e 24 I'p.

I'JTABA 7
TEPAIIASA HEKOTOPBIX ®OPM OCTPBIX MUEJOUTHBIX JIEHKO30B

30. OcTpslii MpoMHUETONUTAPHBIN JIeliko3 (M3 — mo ®AB).

B kauecTBe WHIYKIMOHHOW Tepamuy Ha MEPBOM 3Tare€ HUCIOIb3YETCs MPOU3BOIHOE
MTOJTHOCTBIO TPaHC-PETUHOEBOM KUCIOTHI (All-trans retinoic acid) — Tpeturoun (ATRA).

JlekapcTBEHHOE CpEICTBO Ha3HAyaeTcs B j03e 45 Mr/M> B CyTKHM BHYTph (CyTOYHas 103a
pazOuBaeTcs Ha JBa MpHEMa); J03a OKPYIJsieTcss A0 KpatHoW 10 Mr B CTOpPOHY yBEIHUYCHHS.
TperuHoWH Ha3HA4aeTCs EXKEAHEBHO JO IOCTHXKEHHS peMHccud, HO He Oonee 90 mHEH.
[IpyMeHeHne TpEeTMHOMHA HE HCKIIOYAeT 00s3aTENbHOrO MPOBEACHUS XUMHUOTEpAluH, MHaue
MPOJIOKUTENIBHOCTD JOCTUTHYTOM PEMUCCHUM OYEHb HEBEIUKA.

[Tocnenyromass XuUMUOTepanuss NPOBOAUTCS Ha (POHE HOPMAIBHOTO KPOBETBOPEHUS U
COMPSKEHA C MEHBIIIUM PUCKOM OCJIOKHEHUH.

31. Jleduenune mo HacTOALIEMY KIMHHUYECKOMY MPOTOKOIY HAYMHAETCSA Yy BCEX MEPBUYHBIX
MarUeHToB B Bo3pacte 10 60 jer ¢ MOp(OIOruvecKkd, IMUTOXUMHYECKH M [IUTOTEHETHYECKH
(>xenatenpHO MOJIEKYJISIPHO-T€HETUYECKH ) JOKa3aHHBIM JTUarHO30M OCTpOro
IIPOMUEJIOLIUTAPHOTO JIEUKO3a.

32. UckmoyaroTcsl TMAalMeHThl ¢ KPOBOM3JIMSHHUEM B TOJIOBHOM MO3T, NalMEHThl Ha
WCKYCCTBEHHOW BEHTWJISIIIMM JIETKUX BCIEACTBHE WH(MEKIIMOHHBIX WM JPYTHX CBS3aHHBIX C
OMYXOJIbIO OCJIOKHEHUH.

33. Uuaykuus peMucCcuu.

TperuHoun 45 Mmr/m? exeHeBHO, 7103a pa3OuBaeTcsa Ha 2 TpUeMa, yTPOM U BEUEpOM; B
TEUEHHUE MEPBOTO JHS B KAYECTBE MOHOTEpAIUH, 3aTe€M CO 2-TO JHS — B COYETAaHUU C KYypCOM
XUMHOTEpanuu — B TeueHue 30 gHen.

Kypc xumnorepanuu no cxeme «7+3» HaunHaeTcs Ha 2 IEHb OT HayaJla IpueMa TPETUHOWH

Iurapa6un — 100 mr/m? BHyTprBeHHO 30 MUH 2 pa3a B JeHb C HHTepBajoM 12 yacos 1-7
TTHU

JayHopy6urms — 60 mMr/m? 1 pas B eHs xkopotkas (10 mun) uady3us B 1-3 aau.

34. B ciyuae MOSABICHHS KIMHUYECKUX MPU3HAKOB PETUHOUIHOTO CUHJPOMA Ha3HAYaeTCA
JeKcaMeTasoH B o3¢ 20 Mr/mM° B CYTKM B T€UEHHE 3-X AHEH C MOCIEAYIOINM CHIUKEHUEM JI03bI
70 KyIUpOBaHUS CUMITOMOB. Ecnu Ha (oHe mpueMa TpEeTHHOWH Pa3BHBAIOTCS YTPOXKAIOIINE
KU3HM COCTOSIHMS, J03a nmpenapata ymensbmaercs Ha 30% or HavansHOU. Ilpm
MPOTPECCUPOBAHUMN  TMPOSIBICHUNW PETHUHOUWTHOTO CHHAPOMA, TPETUHOMH OTMEHSAETCS [0
cTaOWIN3aluu COCTOSIHUS O0JIBHOTO U BO30OHOBIISIETCS MOCIIE UX KYTTIUPOBAHUS, HO C peAyKIIHEH
10361 10 30 Mr/m2.

35. Konconmumanus (2 Kypca).

Tpetunoun 45 Mr/m? exeHEBHO, 1032 pa3OUBaeTCa HAa 2 MpUEMaA, YTPOM U BeuepoM 1—
14 nuu.



Iurapa6bus — 100 mr/m?> BHyTprBeHHO 30 MHUH 2 pa3a B JIeHb ¢ HHTepBanoM 12 dacos 1—
7 nHU.

JayHopyOurma — 60 Mr/m? 1 pas B 1eHs kopotkas (10 mun) uady3us B 1-3 axu.

36. IlognepxuBaromias Tepanusl.

OnuH Kypc XUMHUOTEPAITUU 110 CXEME «S+2»:

uurapabun — 100 mMr/m? BHyTpuBeHHO 30 MUH 2 pa3a B [eHb ¢ UHTepBanoM 12 dacoB 1—
5 mHU;

naynopy6unus — 45 mr/m? 1 pas B aens kopotkas (10 Mun) undysus B 1-2 quu.

[lonnepxuBaroiiee J€UEHHE OCYIIECTBISIETCS YepeJOBaHHEM KypcoB IuTapabuHa —
100 mr/m? BHyTprBerHO 30 MUH 2 pa3a B IeHb ¢ MHTepBaIoM 12 yacos 1-5 1Hu B coueTaHuu 1160
¢ nmxnodochanom 1000 mr/m? Ha 3-if 1eHb BBeJeHHs IUTapabHHA, THOO 6-MEpPKaNTOMyPHHOM
60 mr/m* kaxzple 12 yacoB B TabIeTKax 5 gHEH.

37. Kypcel monnepkuBaromieldl Tepanud MPOBOASAT OJWH pa3 B Mecsll (MHTEepBal 4—
5 Henenb), 001IIee YUCIO KYPCOB MOAJICPKUBAIOIIETO JieueHus — 18.

Bo Bpems mnoagepxuBarouieil Tepanuyd BBIMOIHSIIOT MOJIEKYJISIPHBIT MOHUTOPHHT
MUHUMaJIBHON OCcTaTO4HOM Oone3Hu. OOpa3ibl KOCTHOIO MO3Ta OTIPABISAIOT Ha HUCCIICAOBAaHHUE
XUMEpPHOTO TPAHCKpPHUIITA OJWH pa3 B 3 Mecsma, T. €. Mepel KaXIbIM TPEeTbUM KypCOM
MOJJEPKUBAOLIEN TEPAIIHH.

38. XumuoTepanusi MpeKpaniaeTcs 4Yepe3 2 Tojla OT MOMEHTAa JOCTHUKEHHS TMOJIHOU
pEMHUCCHH.

39. Tepanuss OMJI y manveHTOB, HWMEIOUIUMX MPOTHUBOMOKA3aHUS K IPOBEACHUIO
MPOrPAMMHOM LUTOCTATHYECKON TE€PAITUH.

39.1. HenporpamMmHasi ~ Tepamus: Kypchbl — XHMHOTEpAUUW €  PEAYKIHUEH 103l
[UTOCTATUYECKUX MPErmapaToB, MaJbIE 1036l IUTapabuHa.

39.2. UeauBUAYyanbHBIN TOJ00P XUMHOTEPAITHH C OTpeIeTICHUEM MPOQUIIs JICKApCTBEHHOM
yYCTOMYMBOCTH Ha ocHOBe npoBeneHuss MTT-recra.

I'JTABA 8
BHUIbI OKA3AHUA MEJUIIUHCKOM IOMOIIA MAIIMEHTAM C OMJI

40. Buner MEIUIIMHCKOMN TIOMOII (MepBUYHOM, CHIeLIMATM3UPOBAHHOM,
BBICOKOTEXHOJIOTHYHOM ), OKa3biBaeMoi narmenTam ¢ OMJL, mpencraBieHsl B TaOIuIe:

Buger Opranuzanuu
MEIUIITHCKON 3amaun 3IpaBOOXPAHUS U O0BEMBI OKa3aHHUS MEIUIIMHCKON ITOMOIIH
TTOMOIITH CIECTIHATHCTHI
1 2 3 4
[TepBuuHast BoisiBjICHUE TAIUEHTOB C PaiionHbIe, IAHaMHE3.
KITUHHYCCKUMH U ropoackue (Bpaun  |(@usukansHOE 00cienoBanue (0JI€IHOCTS,
mabopaTOPHBIMH 000t MHQPEKITHOHHO-BOCTAIUTEILHBIC IIPOLIECCHI,
rposieHusiMu OMJL. CIIELIMATTBHOCTH reMOpparnIecKhuii CHHIPOM, CTTICHOMETAJTHS ).
3amecTuTeIbHAS aMOyIaTOpHO — OO6mumii aHAIH3 KPOBHU C TIOJICYETOM
TeMOKOMITOHEHTHAS TEPANHsl [[TOJMKIMHUYECKUX U [KOJMIECTBA TPOMOOINTOB, ICHKOIIUTAPHOM
10 TIOKA3aHMSIM. OOTBHUYHBIX (hbopMyITBL.
AHTHOAKTepUaIbHAS H OpraHu3aIrit broxumugeckoe ucciieloBanne KpoBH (00muit
CHMIITOMAaTHYECKas TEPaIvs. [BAPaBOOXPAHEHHUS) |0€NIOK, albOyMHHBI, TTI00YJIWHBI, MOYCBHHA,
HanpasieHue manueHToB, KpeaTHHUH, OWIUpyOUH, IIeI0YHAs
HY>KJAIOLIUXCS B (docdaraza, AcAT, AnAT, JIAD).
ITOTIOTHUTETBHOM [epenuBaHUE IPUTPOLIUTCOACPIKAIINAX
00cCiIeJ0BaHUM Ha KOMIIOHCHTOB KPOBH.
CIIeTYOLIHI YPOBCHB Ha3HnaueHue mapeHTepalbHbIX AaHTHOMOTHKOB
OKa3aHUS METUITTHCKOM (BHYTPHUBEHHO)
[TOMOIIIN




Crieruaim- YrnyOlieHHOE KITMHUKO- O06acTHbIE, O0Mit aHAJIN3 KPOBHU C MOJICYCTOM
BupoBaHHas  [MabOpaTOpPHOE U FOPOJICKUE KOJIMYECTBA TPOMOOIUTOB, PETHKYJIOIUTOB,
MHCTPYMCHTAJIBHOC FEMATOJIOTHYCCKUE — PICHKOIUTAPHOM (POPMYIIBI, MOP(POIOTHICCKOI
oOcie[oBaHuE. OTICIICHHS, orieHKOo#. bruoxummueckoe ucciaeoBanme
O6ocHOBaHME reMaToJIOTHYECKHE  [KPOBH (CHIBOPOTOUHBIH (DEPPUTHH).
HE0OXOIMMOCTH U KaOWHETHI (Bpad- 'Y IpTpa3BykoBO€ MCCIIEIOBAHHE OPTaHOB
HaTpaBJICHUE MTAIIHCHTOB HA  [[E€MAaTOJIOT) OPIOIIHOM MTOJIOCTH W MAJIOTO Ta3a,
CIIe YOI yPOBEHB ITIM(aTHIECKUX Y3710B, ITUTOBUIHON KEJIe3bl,
OKa3aHWU MEAUIIMHCKON peHTreHorpadus OpraHoB IPyTHOH ITOJOCTH.
TTOMOIIIH. AcnipariioHHast OMOTICHS KOCTHOTO MO3Ta!
[IpoBeaeHUE XUMHOTEPAITHU MOP(HOJIOTUYECKOE UCCIICIOBAHNE,
MAIeHTaM, HETOIJICKAIIINM IUTOXMUMUYECKOE UCCIICIOBAHHE
[IPOrPaMMHO¥ TEpaIHH.
JTucrancepu3aliys MaeHToB
c paHee Bepu(pUIUPOBAHHBIM
OMJI
IBrrcoko- Knuauko-nmabopatopHoe 1 [Pecriybnmukanckne — |AcnparnioHHas OMOTICHS KOCTHOTO MO3Ta:
TeXHOJIOTHYHAS[THCTPYMEHTAIBHOE TeMaTOJIOTHUECKHE |[IUTOMOP(OIOTHIECKOE, IUTOTEHETHIECKOE,
oOcite[oBaHUE MAIICHTOB C  [OTHCNICHUS (Bpady-  MMMYHHO()EHOTHIIIYECKOE, INTOXMMHIECKOE,
nenbio audepeHmanbHOl  [FeMaToJIoT) MOJIEKYIISIPHO-OHOJIOTHIECKOE

ITMarHOCTHKH, BEPUPHUKALIIH
ITarsosa.

[IpoBeneHue nporpaMMHOI
repanun OMJI

MCCIeOBaHUS.
HLA-TunupoBaHue MarueHToB U cuoca.
[MpoBeneHuE TEpaui UHIYKIUH.
BbIoIHEHHE BHICOKOI03HOM KOHCOJIMAAIUH.
IATUTOTEHHAS WK ayTOJIOTHYHAs
TPAHCIUIAHTALIMS TEMOTIO3TUICCKUX
CTBOJIOBBIX KJIETOK.

[Mouck HepoacTBenHoro goHopa 'CK B 6aze
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