MIHICTDPCTBA Ikt MHHHCTEPCTBO

AXOBBI 3JIAPOVHA 3IPABOOXPAHEHUA
PICIYBJIIKI BEJIAPYCH PECIIYBJIMKUA BEJIAPYCH
IMACTAHOBA IMOCTAHOBJIEHHUE
Oy wwpr  207% N 43
. Minck . Munck
06 YTBEPXKIACHUU
KJIIMHHYECKOTO IIPOTOKOJIA

«JImarHocTuKka U  JIEYEHUE
HmalieHToB crapme 18 et ¢
BHOBb JHUAarHOCTUPOBAHHBIM
OCTpPbIM MHEJIOUTHBIM
JIEUKO30M»

Ha ocHoBanuu ab3ama ceipMOro 4actu mnepBoil cratbu 1 3akoHa
Pecny6nuku bemapycs ot 18 utons 1993 roma «O 3apaBoOXpaHEeHUN» B
penakuuu 3axkoHa Pecnybmuku bemapycs ot 20 mions 2008 roma u
noamyHkTa 8.3 myHkra 8 Ilonoxenuss o MuHuCTEpCTBE 34paBOOXpaHEHUS
PeciyOrmuku  Benmapycws, yTBepxknaeHHoro nocraHoBieHueM Cosera
MunuctpoB PecnyOnuku bemapyce ot 28 oxtsabpst 2011r. Ne 1446 «O
HEKOTOPBIX BOMpocax MHHHCTEpPCTBA 3[paBOOXpaHEHUs M Mepax Mo
peaym3anuu Ykaza Ilpesupenta PecnmyGnuku bemapyce ot 11 asrycra
2011r. Ne 360», MunuctrepcTBo 31paBooxpaHenust Pecrybnuku benapycs
I[TOCTAHOBJIAET:

1. VTBepauTh npusaraeMblii KITMHUYECKHI IMPOTOKON «JluarHoctuka
U JieYeHHe TMAalHeHTOB crapuie 18 JieT ¢ BHOBb JUAarHOCTHPOBAHHBIM
OCTPBIM MUEIOUHBIM JIEHKO30M.

2. Hacrosiee mocTaHOBJIIEHHE BCTYIAeT B CHIIy 4Yepe3 MATHAAUATh
pabo4ux AHe mociie ero MOANUCAHHUS.

Munuctp B.A.Manaiixo

3ax. 1617,



YTBEPX/IEHO

IlocTanoBnenue

MunucTepCTBA 3IPaBOOXPAHEHUS
PecnyOnuku benapych

01.06. 2017 Ne 43

KJIMHUYECKHUI  TTPOTOKOJI

«J/lnarnocruka, 51 JICYEHUE
MalMEHTOB cTapiie 18 JieT ¢ BHOBb
JIMarHOCTUPOBAHHBIM OCTpPBIM

MUEIIONIHBIM JICKO30M)

['JIABA 1
OBIIHME ITOJIOKEHUA

1. Hacrosmuii  KIMHWYECKHM  TPOTOKOJ  YCTaHABIMBAET  OOIIHE
TpeOOBaHUs K JAMArHOCTHUKE M JICUCHUIO TMAIMEHTOB cTapiie 18 jeT ¢ BHOBb
JIMarHOCTUPOBAHHBIM OCTPBIM MUEIOHUIHBIM JIEUKO30M.

2. Ins ueneid HACTOSALIErO0 KIMHUYECKOTO IMPOTOKOJIA HCIOJb3YIOTCS
OCHOBHBIE TEPMUHBI U UX OINPEJICICHUS B 3HAUCHUSIX, YCTAHOBJIICHHBIX B 3aKOHE
Pecnyonuku benapyce ot 18 mroHa 1993 roga «O 31paBOOXpaHEHHN» B
penakuuu 3akoHa Pecnyonuku benapyck ot 20 urons 2008 rona (Bemamaciii
Bspxoynara Casera PacmyOmiki bemapycs, 1996 1., Ne 21, ct. 380;
Hamnmonanpubiii peectp  mpaBoBbix akToB PecmyOnumku bemapyce, 2008 r.,
No 159, 2/1460), a Takxe CIICIYIONIINE OTIPEACICHUS:

OCTpbI MHUENOUJHBbIN Jelko3 (nmamee — OMIJI) — 37m0KavecTBEHHOE
3a00J1€eBaHNE KPOBETBOPHON TKaHU, MPU KOTOPOM PaHHUE MPEAIICCTBEHHUKU
reMoro33a MPeKpallalT AAbHENIY0 Tu(PepeHIIMpPOBKY Ha CaMbIX PaHHHUX
JTarax pa3BUTHS;

MOJIHASl PEMUCCHUSI: OTCYTCTBHE KIMHUYECKUX CHUMITOMOB JICMKEMUH,
<5% 61aCTOB B HOPMOKJIETOYHOM KOCTHOM Mos3re; >1,0 x10%n rpanynouuros
1 >100 x10%1 TpoMGOLUTOB B reMOrpaMme; OTCYTCTBHE SKCTPAMENy LUIIPHOTO
nopaxeHus. O1eHKa JOCTUKEHUSI PEMUCCUH TTPOBOJAUTCS MOCIIE MEPBOro Kypca
7+3 ¢ 3CKaTMpOBaHHBIMU J03AMU aHTPALUKINHOB;

napiuyanbHas pemuccus: 6mactel >5%, Ho <15% B kKocTHOM Mo3re, >1,0
x10%1 rpanynomuros u >100 x10%1 TpOMOOLUTOB B reMOrpaMMe; OTCYTCTBHE
IKCTPaAMEyJIIPHOTO OPAKEHHUS;

MOJHBIN OTBET: OJacThl B KOCTHOM Mo3re < 5%, HO OTCYTCTBYET
BOCCTaHOBJIEHUE T€MOII0334;

pedpakTEpHOCTh: OTCYTCTBME MOJHOM PEMHUCCHUU TOCIE MPOBEICHUS



JBOMHOW WHAYKIIWH;

peuuauB: > 5% OmacToB B KOCTHOM MO3r€ WIH  JIF00OE
AKCTpAMEAYJIIIPHOE TOpaKEHHE HE MeHee uYeM uepe3 | Mecsi mocie
YCTAHOBJIEHUS MIEPBOU MTOJTHOW KIIMHUKO-T€MAaTOJIOTHYECKON PEMUCCHUU;

o011asi BBDKMBAEMOCTh: MPOJIOJDKUTENBHOCTD KU3HU OT JIaThl JAMAarHo3a
OMUJI no neraabHOro MCXO0/a;

OeccoObITHIIHAA BBDKUBAEMOCTDL: OT aaThl auarHo3za OMJI mo momenTa
pelUIBa WU JIETAIBHOTO UCXO0JIa OT JIFOOBIX MPUYNH;

Oe3pelnIMBHAsT BBI)KUBAEMOCTh: OT MOMEHTa JOCTHUXKEHUS PEMUCCHUU 10
peluIuBa; CMEpPTh MO MPUYMHAM, HE CBSI3aHHBIM C OCHOBHBIM 3a00JI€BaHUEM
3/1ECh HE YUYUTHIBACTCS;

Helposeliko3:  nmo00e  KOJWYecTBO  0JacToB B IIUTOINpeErnapare,
HEOOBSICHUMOE KOHTaMHUHAIMEW JHUKBOpa NepudepruvyecKoil KpOBBIO WU
KOCTHBIM MO3TOM TMPY PaHEHUU TMO3BOHKOB; WK Oojee 5 MOHOHYKJI€apoB B 1
MKJI JIMKBOpA JaXXe IMPU OTCYTCTBUU OJIACTOB; W/WJIM CUMIITOMBI TOPAKECHUS
YEepEermHO-MO3TOBBIX HEPBOB WJIM HHAsT HEBPOJOrMYECKass CUMITOMAaTHKa,
CBSI3aHHAS C XJIOPOMHBIM POCTOM.

3. B cootBeTcTBUU ¢ MeXTyHApOAHOM CTaTUCTUUECKOH KilaccuduKalyein
Oone3He W MpoOeM, CBS3aHHBIX CO 3JI0POBBEM, JECSATOTO IMEPECMOTPA,
npuHsaToil B 1989 romy copok Tperbelr ceccueit BcemupHoit accamOien
3npaBooxpanenus OMJI knaccupunmpyercs, kak: C92.0 OcTpblii MUETOUTHBIN
nerko3; C92.3 Muenounnas capkoma; C92.4 OcTpelil NpOMHENOLUTAPHBIN
nerko3; C92.5 Ocrtpeiii muenoMoHouuTapHbid Jeiko3; (C93.0 Octpsiii
MOHOLIUTAPHBIN JIEUKO3.

4. Tlpu npoeaenun auddepeHunanbHoro auarHosa mexay OMII u
JPYTUMU 3JI0KaYECTBEHHBIMU 3a00JI€BAaHUSIMU KPOBETBOPHOM TKAaHU OCHOBHBIM
KpUTepHueM sBIseTcs oOHapykenue 0omnee 20% 6:1aCcTOB B KOCTHOM MO3TE.

['JIABA 2
KITACCUDOUKALINMA OMII
5. MHWpentudukanusi OCHOBHBIX BapUAHTOB OCTPBIX JIEUKO30B
Oazupyercs Ha UTOMOP(POIOTUUECKOMH, LIUTOXUMHUYECKOU,
UMMYHO(DEHOTUITUYECKON M IUTOT€HETUYECKON XapaKTepUCTUKaX OJacTHBIX
KJIETOK KocTHOro Mmo3ra. [lutomopdonornueckas U LUTOXHUMHYECKAsS

XapaKTEPUCTUKU OJIACTHBIX KJIETOK  SIBISIOTCS OCHOBOM dpaHKo-
Awmepukano—bpuranckoit (manee - ®AbB) kimaccuukanum OCTPHIX JTEHKO30B.

6. Beigenstor cnenyromue Bapuantel OMJI no @ ABD:

MO — ocTpelii MHENOOJACTHBIN JIGMKO3 C MHUHUMAJIBHOW MHUEIIOWTHOU
muddepennrporkoil. [lpu nanHoit gopme neiikoza 6acTbl 6€3 3€pHUCTOCTH
coctaBisitoT Oonee 30% wmuenokapuonutoB. Menee 3% OsacToB cojaepxkar
JUMHUALI WM MHEJONepoKcHIa3zy. biacTel OTHOCATCA K Mueno0jactaM 1o



pesyabTatam ¢enotunupoBanus (CD13+, CD33+, CD34+, CD7+, CD117+,
CD38+, HLA-DR+, MPO-);

M1 — ocTpsiii MHENOOJIaCTHBIN JIeiK03 0e3 co3peBaHusd. biacter 0Oe3
3€pHUCTOCTH WM C E€IUHUYHBIMUA a3ypOoQWIbHBIMU TpaHyJlaMH, MOTYT
colepxkaTh Tenblla Ayapa; Hykjieosbl enuHuuHbie. bonee 3% OrnacToB
MEePOKCUIA30MONIOKUTEABHEl W COAepXaT Junuiabl. biacTHble  KIETKH
skcnpeccupyror CD13+ CD15+, CD33+, HLA-DR+, CD34+, MPO+,

M2 — ocTpeiii MuHENOONACTHBIN JIEWKO3 C co3peBaHUEM. biacTbl
MOP(hOJIOTUUECKH U IUTOXUMHUYECKH He oTiindaroTcsa oT M1. Ilamouku Ayapa,
KaK MpaBUJIO, €IUHUYHBIC, OOBbIYHBbIC. MUETONUTHI, METAMUEIOIUTHl U
IPaHyJIOLUTHl MOTYT OBITH BBISIBJICHBI B BapuaOelbHOM KoyinuecTBe (Oosee
10%) u 4acto UMEIT HEeHOPMalbHYI0 Mopdomoruro. MoHOIUTAPHBIE KIETKH
cocTaBisIlOT MeHee 20% HEIPUTPIOITUYECKUX KIETOK. biacTHble KIEeTKH
skcnpeccupyror CD1lpc+, CD13+, CD15+, CD33+, HLA-DR+, CD34%,
MPO+;

M3 — ocTpblii MPOMUETOUUTAPHBIN JIEMKO3. bosblias 4acTh KJIETOK
COOTBETCTBYET HEOIUIACTUYECKUM MpoMuesionutam. KileTku 4acto pa3pyliieHsbl,
TaK 4YTO MOXHO BBISIBUTH CBOOOJHO PAaCIOJIOKEHHBIC TpaHyJbl W TaJOYKU
Ayapa. Sapa 61acTOB pacroyioKEHbl HKCIEHTPUYHO, BAPHUPYIOT B (Gopme U
pa3mepe, 4acTo COCTOSIT M3 JBYX JOJied. bilacTHbIE KIETKH 3KCIPECCUPYIOT
CD13+, CD33+, pexe CD1llpc+, CDI5+, no e HLA-DR (xapakrepHas
ocobennocts OIJI) u CD34;

M4 — octpelii MHEIOMOHOOJACTHBIN Jielko3. OOIiee KoJIWYeCcTBO
0JIacTOB B KOCTHOM Mo3re cocrtapisier 0osnee 30%, mpu stom Oosiee 20%
6J1aCTOB KOCTHOrO Mo3ra u/miu 6onee 5x10%71 kneTok nepudepuueckoii KpoBu
— MOHO00aCThl, TPOMOHOLUTHI WM MOHOIUTHI. J/lnarHoz M4 crtaBsST B TOM
clyyae, KOTJla M3MEHEHHUs] B KOCTHOM MO3r€ COOTBETCTBYIOT M2, HO B
nepudeprudeckoii KpoBH oOHapyxuBaroT Oonee 5,0x10%1 MoHOIMTapHBIX
KJIeTOK. [IpOMOHOIIUTEI M MOHOIMTHI OTIMYAIOTCS OTYETAMBOU Iuddy3HOU
peakuuMeil Ha Hamuuue a-HadTwiIaneraracrepasbl, uHrubupyemoin NaF.
brnacraeie kinerku oskcnpeccupytor CD1llyc+, CDI13+, CD14-,CD15+,
CD33+,CD64+, HLA-DR+. Taxxe ormeuaercs koskcmpeccus CD4. CD34
MOXET KOIKITPECCUPOBATHCS C MUEJIOUTHBIMU MapKepaMH.

M5 — ocTpeiit MOHOONACTHBIN Jieiko3. biacTel cocrasmsitor 6onee 30%
MuenokapuonuToB. B koctHoM Mo3re 80% u GoJjiee HEIPUTPOUIHBIX KIETOK
COCTaBJISIFOT MOHOOJIACTHI, MPOMOHOIMUTHI M1 MOHOIIUTHL. M5 1o Tumy 0;1acToB
paszaenstoT Ha e ¢hopMmbl: M5a — moHoOmacTel coctaBisaioT 80% wumu 6onee
Bcex OiacToB; M50 — MoHOOmacThI cocTaBisitoT MmeHee 80%, a ocTaibHbIe —
MPOMOHOIMTHI 1 MOHOUHUTHI, TPUYEM TOCIETHUE COCTABISAIOT B cpeaHeM 20%
osactoB. bnactaeie kieTku 3kcnpeccupyrotr CD11y+, CD13-, CD14-,CD15+,
CD33+,CD64+, HLA-DR+, CD4+.

M6 — ocTpelid 3puUTpOMHENO3. B  KpacHOM KOCTHOM MO3re



4

APUTPOKAPUOIUTHI COCTaBISIIOT OoJiee 50% BceX KIETOK, XapaKTEepPU3YIOTCS
JOJIbYATOCThI0O W (parMEHTaled sijapa, MHOTOSJIEPHOCTHIO, TUTAHTCKUMHU
dbopmamu. brnactel coctaBistor 6osiee 30% HEIPUTPOUAHBIX KIETOK U MOTYT
OTHOCUThCS K Jo0omy u3 DAb-BapuanToB OmactoB, kpome M3. Takue
APUTPOOJACTHl  YacTO  BBIXOASAT B Iepudepudeckyro  KpoBb.  Jlms
IPUTPOKAPUOIUTOB XapakTepHa aud@y3HO-TpaHylsIpHAs peakius Ha a-
HadTunaneraracrepasy.  bractHeie  kierku — skcmpeccupyror  CD33+,
CD34+,HLA-DR+, CD36+, CD38+, Gly A+, 7.1+.

M7 — octpelii MerakapuoOnacTHbIl Jseiiko3. Cseime 30% KieTok
COCTaBJISIIOT HE3pelible, O4YeHb NoJuMOp(dHbIe OnacTel. YacTo CHIBHO
0azodwibHas 1UTOIIa3Ma OJacToB 00Opa3yeT IrceBaonoAuu. PyTtuHHas
IIUTOXMMUSI HE TOKazaTelabHa. biactHbie KieTku skcrpeccupyror CD41+,
CD42b+ u CD61+.

/. Pemiennem BcemupHol opranuzauuu 3apaBooxpanenus B 2008 roay
YTBEpKICHA KIAacCUPUKALMS OCTPOrO MHUEJIOMIHOrO JIEMK03a, CXOIHBIX
MPEIIECTBYIONIMX TeMOOJIACTO30B M OCTPBIX JIECHKO30B COMHUTEIILHOM JIMHUU:

OMUJI ¢ xapakTepHbIMU TEHETUYECKUMH AaHOMAJIUSIMH :

OMIJI ¢ 1(8;21)(022;022); RUNX1-RUNX1T1;

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

OIlJI ¢ t(15;17)(922;912); PML-RARA

OMJI ¢ t(9;11)(p22;923); MLLT3-MLLY

OMJI ¢ t(6;9)(p23;934); DEK-NUP214

OMUJI ¢ inv(3)(g21926.2) wu t(3;3)(q21;926.2); RPN1-EVI1

OMJI (merakapuobnactabiii) ¢ t(1;22)(p13;q13); RBM15-MKL1

OMIJI ¢ u3MeHeHuAMH, aCCOIMMPOBAHHBIMU C MUEJIOIUCILIIA3UECH

MuenonponudepaTuBHbIE 3a0o0seBaHus, aCCOLIMMPOBAHHbBIE C
MPEIIECTBYOUIEH XUMUOTEPAITUEN.

OMUJI unaue He crieruUIMPOBAHHBIN

OMUJI ¢ munnmansHOM auddepeHITnpoBKON

OMUJI 6e3 co3peBanust

OMII ¢ co3peBanneM

OcTphIil MUETTOMOHOLUUTAPHBIN JIEUKO3

OctpbIii MOHOOIACTHO/MOHOIIUTAPHBIN JIEUKO3

OcTpslii 3pUTPOOIACTHBIN JEHKO3

OcTpslii MeTakapuoOIaCTHBIN JEHKO3

OcTpslii 6a30(pHITBHBIN JEHKO3

Octpeiit  manMueno3 ¢ MuenopuOpo3omM  (CHHOHHMM:  OCTpPBIA
MUET0(PpUOPO3; OCTPBIN MUEIOCKIIEPO3)

Muenounnass capkoMa (CHHOHHMM: DSKCTpaMeayJUIsipHas MUEIOUAHAas
OITyXOJIb; TPaHyJIOLUTApHAsl CApKOMa; XJIOpoMa)

MuenonponudepaTuBHbie 3a00JieBaHUs, COIYTCTBYIOIIHUE CUHAPOMY
Hayna



TpaH3UTOPHBIA AaHOMAJIBHBIM MHUENION033 (CHMHOHHUM: TpPaH3UTOPHOE
MUENONPOIH(EPaTUBHOE PACCTPOUCTBO)

OMUJI, accounnpoBaHHbIN ¢ cMHIpOoMOM JlayHa

brnactHoe mMIa3MOLMTOUIHOE HOBOOOpA30BaHUE W3  JICHIPUTUUYECKUX
KJIETOK

OcTtpble eiKeMU COMHUTENBHON JTUHUU

OcTtpslii HeaudPepeHITIPOBaHHBIN JTEHKO3

budenotunuyeckuii ocTpsliii Jeitkos ¢ t(9;22)(q34;q11.2); BCR-ABL1

budenotunuyeckuii ocTpsliii aeiiko3 c t(v;11q23)

budenotunuyeckuii ocTpsiii aeiiko3, B/Muenona.

budenotunuyeckuii ocTpslii aeiiko3, T/Muenouns.

['JIABA 3
JTUATHOCTUKA OMJI

8. LluroMopdoisiornueckoe HCCIEIOBAaHUE AaclHUpaTa KOCTHOTO MO3ra
ABIIIETCS 00s3aTeNIbHBIM METOAOM Ipu nono3penun Ha OMIJL. Kpurepuem st
noctaHoBkU guarHoza OMJI sBisieTcs oOHapyxkeHue B KOCTHOM mo3re > 20%
051acTOB, OTHOCSIIMXCSI K  MHEJIOUIHONW JMHUUM  KPOBETBOPEHHUS  3a
uckmouennem OMIJI ¢ t(8;21), t(15;17), inv(16) umm t(16;16) u HEKOTOPHIX
CJIy4aeB dPUTPOJICUKEMUH.

NmMMmyHODEHOTUIIUPpOBAHUE  C  HUCIIOJB30BAHMEM  MHOTOIIBETHOMU
MPOTOYHOU HUTOPIYOPUMETPUM TPUMEHSCTCS ISl ONPEACIICHUS KJICTOUYHOU
JUHUU, K KOTOPOH OTHOCATCS KJIOHAJbHblE KIeTKU. [l OonbIIMHCTBA
MapkepoB ompenaenen kputepuid 20% wu  Oonee ONACTHBIX  KJIETOK,
skcpeccupyromux gaHHbii CD. JlaHHBIA METOJ SABISIETCS 00S3aTEIbHBIM IS
noctaHoBKH auarHoza OMJI ¢ muHuManbHON audPEepeHIIUPOBKOM, OCTPOTO
Merakapruo0JIacTHOTO JielKo3a M OMPEHOTUITUIECKUX OCTPHIX JIEHKO30B.

[{urorenetTnueckoe UCCIIEIOBAaHHE SABJISICTCS 00s13aTEIHHBIM
KOMIIOHEHTOM JWArHOCTUKU npu nono3peHun Ha OMIL. [Insg agekBaTHOrO
aHaJM3a HOPMAJILHOTO KapUOTHUIA U OOHAPYKEHUSI CTPYKTYPHBIX U YHUCICHHBIX
aHOMaJIMi XPOMOCOM HEOOXOJIMMO HuccieAoBaHue MUHUMYM 20 MeradazHbIX
KJIETOK.

9. MonekynsipHasi IUTOTEHETUKA BBIMOIHSAETCS C I1E€TBI0 BBISBICHHUS
TE€HHBIX NEPECTPOCK MIIU MOTEPU XPOMOCOMHOI0 MaTepuala.

['JIABA 4
JIEHEHUE OMJI

10. OcHoBHbIM MeTOgO0M Jeuenuss OMJI  saBisieTcss mporpamMHas
LHATOCTATHYECKAs TEPANus, HHTEHCUBHOCTh KOTOPOW COOTBETCTBYET IMPOTHO3Y



3a00J71€BaHUsl Y KOHKPETHOTO MAaIMEHTa U €r0 OTBETY Ha TEpaIUI0 Ha KaXKJIOM
ee JTare.

10.1. Tlokazanus K mpuMeHeHHIO. [IporpaMMHYI0 HHMTOCTATHUYECKYIO
Tepamnuio IPUMEHSIOT ISl JICUCHHS MMallMeHToB B Bo3pacTte oT 18 mo 60 net (59
et 11 MmecsueB) ¢ BHOBb auarHocTupoBanHbiM OMIJI: MO-M2, M4-M7 no
D Ab-knaccudukayu, Kpome:

MOJIyYaBIINX paHee XUMUOTEPAIHIO 110 TOBOIY 3TOTO 3a00JICBAHMS;

MOJTY4YaBIINX PAHEE JYUYEBYIO UM IUTOCTATUUECKYIO TEPAMUIO 10 MOBOTY
JIPYTUX OHKOJIOTMYECKUX 3a00JieBaHUU (JTUMQPOMBI, paK MOJOYHOU >KeJe3bl U
pyrue);

UMEIOIIUX MPEANIECTBYIOMINN MUEIOIUCIIIIACTUYECKUM CUHIPOM;

CTpaaloIInX OJaCTHBIM KPU30M XPOHUYECKOT'O MHUEIIOJICHKO3A.

10.2. [IpoTuBOMOKa3aHUs K MIPUMEHEHUIO IpOTpaMMHOM
IUTOCTATHYECKOM TE€pAIUU Yy MAIIUEHTA!

3acTOHas cepAedyHas HEJOCTATOYHOCTh, HECTAOMJIbHAsl CTEHOKapusl,
HapyIICHUsI CEPJICUHOr0 PUTMA U MPOBOJIUMOCTH, OCTPBIN Tepuoj; MHPapKTa
MUOKAp/a;

TsDKeNlasi TTHEBMOHUS (JIbIXaTeIbHasi HEJIOCTaTOYHOCTh - OJIBIIIKA OoJiee
26-28 npIxaTeabHBIX ABWKCHUN B MUH., TUIIOKCEMHUsI MeHee 70 MM PT. CT.);

MOYE€YHasi HEJOCTATOYHOCTh (YpPOBEHb CHIBOPOTOYHOTIO KpEaTHUHUHA
6omnee 0,2 MMOJIB/JI, KIIMPEHC KpeaTuHUHA MeHee 60 MJI/MUH);

NEYEHOYHAss  HEIOCTaTOYHOCTh (32 HMCKJIIOYEHHEM CJIy4aes,
OOYCIJIOBJICHHBIX JIEMKEMUYECKOW HH(PUIBTPALMENl OpraHa), OCTPhI TemaTut
(YpOBEHBb CHIBOPOTOUHOrOo OuiaupyOuHa Oosiee 1,5 HOpM, TMOBBIIICHUE
TpancamuHas (AIAT u AcAT) 6onee 3 HOpM, TPOTPOMOMHOBBIN UHIEKC MEHEE
70 %));

cencuc (HEeKYNMUPYIOWIAsAcs aHTUOMOTHKaMU Juxopanaka cBeime 38°C,
CENTUKO-TTMEMUYECKHE OYaru, HeCTaOMIbLHOCTh TEMOIMHAMUKH );

YIPOXKAIOIIME KU3HU KPOBOTEUEHHUS (3KEITyJAOYHO-KUIIEYHOTO TPaKTa,
MaTOYHbIE, KPOBOU3JIUSHUSI B TOJIOBHOU MO3T);

TSDKEJIbIE TICUXUYECKHE HapyiieHus (Opea, TSKEeIbl JernpecCUBHBIN
CUHAPOM);

dbu3uyeckass HECOCTOATENIBHOCTh, TpeOyroIasi IMOCTOSHHOTO YyXOJa,
Kaxekcus (ypoBeHb 0011ero 6enka Hke 35 1/1);

OCTpbI€ TUIIO- U TUIIEPIIIMKEMHUYECKUE COCTOSIHUS;

JIpYyTUe COMYTCTBYIOIIUE OHKOJOTHYECKHE 3a0oyieBaHUS (pakK JIETKHX,
MOJIOYHOM KEJIE3bl, )KEIyAKA U IPYTUE).

11. TIporHo3upoBaHue u oleHkKa 3PGHEeKTUBHOCTH TEPaIHUHU.

[Tokazarensimu appexkTuBHOCTH Jieuenuss OMJI sBisitoTCs:

BEPOSITHOCTh JOCTHKEHUS KIMHUKO-TEMATOJOTHYECKOM PEMHUCCUU U
CHWIKEHHE JICTAIHHOCTH, OOYCIIOBJICHHOM TOKCHYHOCTBIO ITUTOCTATHYECKOMN
Tepanuu;



YMEHBIIIEHUE BEPOSATHOCTH PEIUIUBA;

yBeJIMUeHHE OO0IIel W CBOOOJAHON OT OO0JE3HH MPOJIOIKUTEILHOCTH
YKU3HU TAlIMEHTOB.

12. MakcumanbHas 3(PGEKTUBHOCTh JICUCHHUS  JOCTUTACTCA  €ro
uHTeHCU(PUKaue (yBEIUMYECHUEM JI03 IUTOCTATUYECKUX JIEKAPCTBEHHBIX
CPEIICTB) B COOTBETCTBUHU C MHAMBUIYAIbHBIM MPOTHOCTHYECKUM Mpoduiiem
nalyeHTa.

12.1. Jo nawama tepanmuun OMJI MeTOq0M MIECTHIIBETHON MPOTOYHOM
HATOMETPUM ONPEACISAIOT TMapaMeTpbl JIEMKO3aCCOIMUPOBAHHOTO (PEHOTHUIIA
(nanee — JIA®D) MuenouiHbIX OJIACTHBIX KJIETOK KOCTHOTO MO3ra MmalMeHTa u
OTHOCUTENILHOE COJIepKaHUE MHUEIOUJIHBIX OJacTHRIX KIeTok ¢ JIAD,
IKCTIPECCUPYIONINX allbda perenTop unrepieitkuna-2 — CD25 (ganee — CD25+
KJIETOK).

12.2. Jlo Hayana Tepamuu OMPEACNSIOT TAKXKE T€HETUYECKUM TPOQUIIb
nanueHTa (IUTOr€HETUYECKHUE U MOJICKYJISIPHO-TEHETUYECKUuEe (DAKTOPHI
IPOTHO32).

12.3. Ilpu conepxkanun CD25+ kieTok a0 Havana jgedeHus menee 10% u
npu orcytctBun (0%) kierok ¢ JIA® nocne nepBoro Kypca Tepanuu UHIyKIHHA
PEMHCCHUU TI0 MPOTOKONY «7+3» ¢ 3CKaIMPOBAaHHBIMHU J103aMU aHTPAIUKIMHOB
OTPAaHUYUBAIOTCS OJHUM KYpPCOM HHIYKIMM PEMHCCHUU, MAIMEHTA NEPEBOISAT
Ha TEpamui0 KOHCOJMJIAIMK PEMHCCHUU C BBICOKMMH J03aMH IUTapaObuHa IO
nporokony HiDAC.

12.4. Tlpu conepxkanuu CD25+ kieTok a0 Havana jgedeHus menee 10% u
kietok ¢ JIA® mocne kypca unaykuuu 0,01% u Gosiee mpoBOAAT JBa Kypca
UHIYKIIMA PEMUCCUM TI0 TPOTOKONIy «7+3», mnpuueM TNepBbId Kypc C
ACKAIMPOBAHHBIMU @ BTOPOM CO CTAHJIAPTHBIMHU J103aMHU aHTPALIMKINHOB.

12.5. Tlpu comepxanuu CD25+ knetok n0 Hauyana jgederus: 10% u 6ornee
u npu orcyrctBun (0%) knerok ¢ JIA® mocne mepBOro Kypca UIYKIIHH,
OpPOBOASAT JABa Kypca HMHAYKIMHM PEMUCCHUM MO MOPOTOKONY «7+3», mpuyem
NEPBbIA KypC C OSCKaJIMPOBAHHBIMHU, a BTOPOM CO CTaHAAPTHBIMHU J103aMU
aHTPAIUKJIMHOB.

12.6. Ilpu conepxxkanuun CD25+ knetok go Hadana jgedenus: 10% u Oosnee,
a kietrok ¢ JIA® nocne nepsoro kypca uaykiuu 0,01% u 6osiee, NpoBOAST 1B
Kypca UHIAYKIMA PEMHUCCHM, IIPUYEM MEPBBIM KypC IO MPOTOKOIY «7+3» C
ACKAIMPOBAHHBIMU JI03aMH AHTPALMKIMHOB, a BTOPOM KYypC C BBICOKHUMU
703aMU UTapaduHa, uaapyourmaom u daynapadbunom (FLAG-Ida).

12.7. Tlpu conmepxanun kinetok ¢ JIA® B KOCTHOM MO3re MalUeHTa C
OonaronpusTHeIM reHeTndeckuM npodusem 0,01% u Oosnee nocne Tpex Kypcos
KOHCOJIUJIAIIMM PEMUCCUU C BBICOKMMH JI03aMHU I[UTapaOMHa MO MPOTOKOIY
HiDAC , nauMeHT HampapisieTcs Jis TPOBEJACHUS aAUIOTEHHOW WM
ayTOJIOTUYHOM (TIpu ycloBUHM OTCYTCTBUS KieTok ¢ JIAD B TpaHcriaHTare)
TPaHCIUJIAHTAIIMA TEMOIIOATHUYECKUX CTBOJOBBIX KieTok (manee — TI'CK).



MoOwin3anuoo M KOJUIEKIHIO TE€MOIOATUYECKUX  CTBOJIOBBIX  KJIETOK
nepupepruyecKord KpOBH y BCEX NAIMEHTOB, HE MMEIOLIUX COBMECTUMBIX IO
cucreme HLA poACTBEHHBIX [TOHOPOB, BBIMOJHSIOT IIOCIE MEPBOrO Kypca
KOHCOJIMIAINN PEMUCCUU. BBIMOMHSIIOT KOHTPOJIb TpaHCIUIAHTaTa Ha HaJIU4He
KJIETOK ¢ JIAD MeT0J0M MHOTOLIBETHOM MPOTOYHOUN ITUTOMETPHHU.

12.8. TlammmeHTamMm Cc  TOPOMEXKYTOUYHBIM H  HEOJArONMPHUATHBIM
TeHETUYECKUM TpouieM TMocjae Tepanud KOHCOJUAAIMU  PEMHCCHH
HE3aBUCUMO OT HaJu4usi B KOCTHOM Mo3re kietok ¢ JIA® mpoBoxsr
BBICOKOZIO3HYI0 ~ XHMHOTEpANMI0 €  QJUIOTEHHOW  (pPOACTBEHHOM  JIHOO
HEPOJICTBEHHOW) WJIM ayTOJOTUYHOM (IIpU YCIOBUHU OTCYTCTBUS KJIETOK ¢ JIAD
B TpaHciuianTare) TCI'K.

13. Hacrosuii KIIMHUYECKUH MIPOTOKOJI JICUCHUS OMIJI
WITIOCTPUPYETCS CXEMOU MporpaMMbl Teparnuu, rae «7+3», FLAG-I1da, HIDAC
— Ha3BaHMs KypPCOB IUTOCTaTHUeCKO# Tepanuu (PucyHok 1).

14. Mapkepsl JIeHK03aCCONUMUPOBAHHOTO (EHOTUIA OJIACTHBIX KIIETOK
KOCTHOT'0 MO3ra nanueHToB ¢ OMJI:

AKCIPECCUsl JIMHEMHO-CIEM(PUYECKUX MAPKEPOB JMMQPOUIHBIX KIETOK
CD19, CD7, CD22, CD4, CD56;

OTCYTCTBUE WJIM CHUXXEHHE OHKCIPECCUH JMHEHHO-crennduueckux
MapkepoB MuenouaHbIx kinetok CD 13, CD33;

OTCYTCTBHE WJM CHW)XXEHUE DSKCIPECCUU HEJIMHEHMHBIX MapKepoB,
XapakTepHBIX i nanHou crtaauu auddepenunporku HLA-DR, CD38;

TUIEPIKCIIPECCUSI  HENMHEMHBIX U JIMHEHHO-CIeM(UYECKUX MAapKEPOB
CD15, CD11b, Tdt;

skcnpeccus 7.1,

15. IluTtoreHernyeckue ¢  MOJIEKYJSPHO-TEHETUYECKUE  (AKTOPHI
nporxHo3a pucka penuaua OMJI (reHeTudeckuii mpopuiIb MarueHTa):

15.1. cranmapTHbIi (HU3KUK) pHUCK penuauBa  (OrarompusiTHHIN
regeTudeckuii mpoduns): t(8;21); inv(16), t(16;16); myrantusiii NPM 1 0e3
FLT3-ITD (HopManbHbII KapuOTHI);

15.2. npoMexyTOUYHBII PUCK peruanuBa (IPOMEXKYTOUHBIM T€HETUYECKUI
npoduib): myTtanTHbli NPM 1 u FLT3-ITD (HopManbHbIi KapyuOTHI); AUKUAN
turt NPM 1 u FLT3-ITD (Hopmanbhbiii kapuoTtun); Aukuid tun NPM 1 6e3
FLT3-ITD (mopmanbHbd KapuoTum); t(9;11); Hamuyue HUTOTEHETUYECKHUX
aHOMAaJIuH, HEKJIACCUPUITUPYEMBIX Kak OaronpusiTHbIC WIH
HeOJIaronpusITHHIC;

15.3. BwICOKHMII puck penuanBa (HEOIArOMPHUSATHBIA T'E€HETUYECKHMA
npoduns):  inv(3), t(3;3); t(6;9); t(v;11); -5, del(5q); -7; xoMIIECKCHBII
kapuotun; 11q23 anomanuu (ocoberno t(6;11) u t(10;11).

16. IIpoTOKOJBI LMUTOCTATUYECKOW TEpamuu Ha pPa3jIuyHbIX ATanax
neuennst OMJL.

16.1. Uaaykumss peMUCCHH.



«7+3» ¢ 3CKaTMpOBaHHBIMU 103aMHU aHTPALMKINHOB:
nayHopyounus 90 mr/m? 1 pa3 B IeHb BHYTPUBEHHO 3 JHS HJIH
uaapyounus 12 mr/mM? 1 pa3s B I€Hb BHYTPUBEHHO 4 JHS;
nurapabun 100 mr/m? 24-yacoBast BHyTpUBEHHAs MH(Y3Hs 7 THENA.

«743» co cTaHIapTHBIMU J103aMU aHTPALUKINHOB:

nayHOpyOuLuH 45 Mr/mM? 1 pa3 B IeHb BHYTPUBEHHO 3 JIHS WK
uaapyounun 12 mr/m? 1 pas B 1eHb BHyTPUBEHHO 3 JHS;

uutapabun 100 Mr/mM? 24-yacoBast BHyTpPUBEHHAS UH(Y3HS X 7 JHEH.

FLAG-Ida:

IPaHyJIOLMUTAPHBIA KOJIOHUECTUMYIHUPYIOMUNA PakTop SMKI/Kr ¢ aus 0 10
BBIX0/Ia U3 IUTONEHUY;

¢aynapabun 30 mr/m?, 30-MUHYTHAS BHYTPUBEHHAs MH(Y3Hs 1-4 1HM;

uuTapabun  1000Mr/mM®  BHyTpHBEHHO 4-uacoBas HMH(Y3HS  IIOCIE
dbmronapadbuna 1-4 quu;

uaapyouun 8mr/mM® 1 pas B 1eHb (BHyTpMBEHHast GOMOCHas UHPY3Hs)
1,3 nuu.

16.2. KoHnconuaanuys peMHUCCHHU.

HiDAC:

nurapabun 3 /Mm% kaxaele 12 yaco (3-4acoBast BHyTpUBEHHAs UHPY3Hs)
B 1-1, 3-11 u 5-i1 qHM.

16.3. AnoreHHas Wiy ayToJOTUYHAs TPAHCIUIAaHTAUs TEMOTIO3THYECKUX
CTBOJIOBBIX KJIETOK BBINIOJIHAETCSI B COOTBETCTBUU C KIMHUYECKUM MPOTOKOIOM
TPaHCIUIAHTAI[MM TE€MOIOATUYECKUX CTBOJIOBBIX KJIETOK Y B3POCIBIX C
OHKOJIOTUYECKMMH U TeMaTOJIOTHYECKUMH 3a00j1eBaHUAMU (IpUIIOKEHUE 3 K
npukasy MuHuctepcTtBa 3npaBooxpaHenuss PecmyOnuku bemapycs ot 05
saBapst 2010 r. Ne 6 «O0 yTBep>KIECHUN HEKOTOPHIX KIMHUYECKUX MPOTOKOJIOB
TPaHCIUTAHTAIIMA OPT'AaHOB M TKAHEH YCIIOBEKAY).

17. JlaGopaTopHblii W KIMHUYECKUH MOHUTOPUHI MPOrPaMMHOM
nuroctarudeckor teparnuu (OMJI MOHUTOPHHT).

17.1 HccnepoBaHue acnupara KOCTHOIO MO3ra C ONpeAesIeHUEM
COJICp>KaHUSI MUEJIOUTHBIX OJIACTHBIX KJIETOK ¢ JIAD.

Beimonusiercss B nau 1 u 28 mpoTokoia MHAYKUMH pemuccuu. [lamee
MUeJorpaMMa C ONpPEAeNIEHHEeM MHEIOUIHBIX OnacTHBIX KieToKk ¢ JIAD,
BBIIIOJIHSIETCSL 10 BOCCTAaHOBJIEHMM TE€MOI033a TMOCiIe Kypca HWHIYKIHH
(kOHCTaTauusl JOCTHMXKEHUS NEPBOM PEMUCCHHM) M Mepel KaxAbIM KypcoM
KOHCOJIMAALMH (KOHTPOJb COCTOSIHUSI PEMUCCHH).

17.2. O6mwmit aHaIu3 KPOBHU.

BrlnonHsieTcst He pexe, 4YeM 4epe3 JeHb BO BPeMsl MHIYKIUU PEMHUCCUU U
BO BpeMms (pa3 amia3uu, B OCTAIBHOE BPEMS - HE Pexe ABYX pa3 B Henenro. Bo
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BpeMs IPOBEACHMS Kypca MHAYKLIMU M Ha «BBIXOJE» M3 alula3uud HEOOXOJHM
PYYHOM MOJICUET JEUKOIUTAPHON (HOPMYJIBL.

17.3. buoxuMuueckoe ncciaeoBaHnue KPOBH.

BrinosHseTcss HE pexe TpexX pa3 B HEAENIO BO BpeMs MHIAYKLHH, MPU
HAJIMYUK METAaOOJUYECKUX HAPYIICHUM - TUMOHATPUEMUS, TUIEpKaIHEMus,
TUNOKAJIBIIUEMUS], TUIIEPYPUKEMUST - €XKETHEBHO WJIM Yallle; Jajlee, BO BpEMs
NIEPUOJIOB aIljia3uu — 2 - 3 pas3a B HEJEINIO.

17.4. Bupyconoruueckoe Uccie10BaHue.

Mapkepsl renatutoB B u C uccnenyrorcss npu MOCTYIUIEHUH, Jajee
Mapkepsl renatuta B,C — no nokazanusm. AHTH-CMYV IgG wuccnenyercs npu
noctymienud. B ganpHeimem mapkepsl CMV-undexnuu (IgM, anturenemus,
PCR) — TOJbKO IO KIMHHYCCKHM IOKA3aHUSAM, a TaKXKe IMepe] aJlJIOreHHOM
TPaHCIUIAHTAI[MEN TEMOIIOATUYECKUX CTBOJIOBBIX KIIETOK.

17.5. OKT" u Ox0KT'.

BrinonHsA0TCS nepe Ha4yaJloM Kypca MHIYKIUHA PEMUCCHUHU.

17.6. bakTepuosiornueckoe uccie0BaHue.

[ToceBbl KpOBHM Ha MUKPOOHOJIOTHYECKOE MCCIIEIOBAHUE MPOU3BOIITCS B
Hayajle Kak10ro snu3ojie (eOpuiibHOM TUXOpagKku, TO €CTh B MOMEHT 03HO0A.
Jliia moceBa HeoOX0/lMMa MOPLHUS KPOBU U3 LEHTPAIILHOIO KaTeTepa HE MEHee
10 mu1 B KaXKbIil (hJIaKOH C MUTATEILHON CPeIoi.

17.7. Ilo OKOHYaHUU JIE€UECHUSA:

KOCTHOMO3roBasi MyHKUus ¢ ucciaeaoBanueM MODB: niepBbie 2 roga yepes
3 mecsma (3,6,9,12,15,18,21,24 wmecsna), nanee 1 pa3 B rox (36, 48, 60
MECSIICB).

['JIABA 5
COITPOBOAUTEJIbBHAA 1 3BAMECTHUTEJIbHAA TEPAIINA
TP OMJI

18. ObGecneyeHne LEHTPAIBHOIO BEHO3HOI'O JOCTYIA JUIsl MPOBEACHUS
MH(Y3MOHHOW Y TEMOKOMITIOHEHTHOM Tepanuy MaueHTy.

19. ComnpoBoauTtenbHass Tepanusi MNpU MPOBEIECHUM TNEpBOM (a3bl
UHIYKIWWA PEMUCCUU U TPOPUIAKTUKA CUHAPOMA JIM3HUCA OMyXOJIH:

19.1. undy3uoHHas Tepanus MOJA KOHTPOJEM JAuype3a U KIMHUKO-
71a00paTOPHBIX JAHHBIX MPOBOJUTCS CIEAYIOLUIMMHU pacTBOpaMu: Iitoko3a 5%,
pactBop HaTpus xyuopuaa 0,9%, ruapokapoonat Hatpus /,5%. Ha mepBoii daze
UHAYKIUK WHQY3Usa NOpoBoAMTCS 0e3 Kamus xjopuga. B 310  Bpems
HE00XOAMMO BHUMATEIBHO CJIEIUThH 3a OAIaHCOM Uype3a, IPH 3aJEPKKE MOUH
bonee 200 mu/M° B TeueHHME 6 YacoB IIOKA3aHO BBeleHME (ypoceMuaa B
pasoBoii 103e 1 MI/kr;

19.2. ajmomypunon B go3e 300Mr/M%/CyTKH IEPOPATIBHO;
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19.3. cenexTuBHasl I€KOHTAMUHAIIUS KUIIEYHHUKA: 1unpodaokcaiud 500
Mr/cyTku + diykoHa3zon 300 Mr/cyTKu Ha3HA4yaeTcsl ¢ MOMEHTA MOCTYIUICHUS
NalyeHTa B OTAEJIEHWE W NPOJOJDKAETCS 0 MEepBOro smu3onaa (heOpuibHOM
nmuxopanku (Tpu smuzona Temmeparypsl 37,5 °C B Teuenme nHa Oe3 mpuema
napaneTamoJia WM OJHOKPAaTHEINA noxbeM TeMueparypsl 10 38,0 °C); Haunnas
c MoMmeHTa (GeOpWIbHOW JUXOPAJKd Ha3HAYAIOTCA IapeHTepajbHbIC
AHTUONOTHKHU;

19.4. anTEAOMeTHKN (AaHTaroHHUCTHI cepoTOHHMHOBHIX SHT3-pernenTopos):
onnancetrpoH 0,45 mr/kr/cytku; rpanucerpod 0,04 Mr/Kr/cyTkn OQHOKpaTHBIM
BBEJIICHHEM (BbICIIAsg CyTOuHas Jo3a 6 Mr); tponucerpoH 0,2 Mr/Kr/cyTku
(BBICILIast CyTOYHAS /1032 5 MT).

20. 3amecTuTeNnbHBIE TEMOTPaHChY3UU:

20.1. sputponurapHas Macca. ['eMOrIoOuH MOAAEPKMBAETCS Ha YPOBHE
He MeHee 80 /1 - Kpome Cly4aeB C WMHULUAIBHBIM JIEHKOLUTO30M OoJjee
50x10%m;

20.2. TpOMOOKOHIIEHTpAT.

Jns mpoBeneHus mepBoM (a3bl HMHIYKIMH YPOBEHb TPOMOOIMTOB
noJDKeH ObITh He MeHee 30x10°%/71. VHBasHBHBIC MaHUNYJISIUU (JTroMOalibHas
NyHKINSI, KaTeTepu3alusl [eHTPaIbHON BEHbI) TPEOYIOT YPOBHS TPOMOOIIUTOB
He MeHee 30x10%n. B mepuoj aruiasum KpoBETBOPEHHS IMOCIIE JIIOOOro Kypca
NOJUXUMHUOTEPAIMK, €CIM HET KpoBoTeueHWH U (wiu) wuHPEKIid ¢
beOpHIIbHOM JTMXOPAAKON - TPOMOOLMTHI TOJDKHBI MOJEPKUBATHCSA HA YPOBHE
He menee 15x10%/;

20.3. cBexe3zamopoxkeHHas minasma (manee - C3II). Tpanchyszum C3II
IPOBOJATCS TOJBKO TIPU CIEAYIOIIUX HW3MEHEHUSX B KOaryJorpaMmme:
¢ubpunoren wmenHee 1 r1/n, npoTpoMOUMHOBBIM wuHAEKC MeHee 50%,
aKTUBUPOBAHHOE MapIIHaIbHOE TPOMOMHOBOE BpeMs 0oiee 55 CeKyH .

21. Kononunectumynupyromiie GakTopsbl.

Hoza T'-KC® coctaBiasier 5 MKI/KI/CYTKH, JIEKaPCTBEHHOE CPEICTBO
BBOJIUTCS TOAKOXHO WJIM BHYTPUBEHHO B TeueHue 1 - 6 yacoB Ha 0,9%
pactBope xjopua Harpus + 2 mi 5-10% pactBopa anbOyMuHa.

22. Ilpy BO3HMKHOBEHUU MPU3HAKOB MHPEKIIMU WU JIMXOPAJKa CBBILIE
38C Ha3zHavaercs sMIHUpUYEcKas aHTHOAKTepHuaabHas Tepamnus (kapOareHeM ¢
AHTUCUHETHOMHOW  AaKTUBHOCTBIO  (MEpPONEHEM WM  JIOPUIIEHEM WU
MMUTICHEM/ITUIaCTaTUH) B MOHOTepanmuu Wik 1edaiocnopud  3-1o/4-To
MOKOJICHHS B COYETAHUU C AMHHOTIUKO3UIOM 2-T0/3T0 MOKOJIEHUS), TO €CTh JI0
NOJIyYEHUsI PEe3yJbTaTOB OaKTEPHOJOTHMYECKOro uccienoBanus. Jluxopaakon
CUMTAETCA OJIMH 3MU30] aKkCWUIsIpHOU Temreparypsl >38,0 0C unum 3 3nu3ona
cyodeopunpuoit nuxopaaku (37,5 - 38,0 0C) B TedyeHHE CYTOK WM OJUH
samu3o Temmepatypsl 37,5-37,9 0C B Teuenue yaca u 6oree.

B ciydyae mosiBneHus Ha 0030pHON PEHTTEHOTpPAMME OPTaHOB T'PYIHOMN
kieTkn (OI'K) HOBBIX O4YaroBBIX M3MEHCHHWM W/WIW KIMHUYECKUX CHMIITOMOB
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MHEBMOHUHU (Kalllellb, 00Jib B TPYJAHOM KJETKE, XPUIbI/KpENuTalUs TMpU
ayCKyJbTallMM), a TaKKe NpH MOJO3PEHHUH Ha KaTeTep-acCOMUPOBAHHYIO
UHQPEKINI0 KPOBOTOKA PEKOMEHIYyeTCs 00aBUTh K IMEPBOHAYAIBHOM cXeMme
IMIIUPUYECKON aHTUOAKTEPUATIHLHOM Tepanuu JTMHE30JU] WM BAHKOMHUIIMH.

Cpazy nocie Ha3HayeHUs MepBOM KOMOWHAIMK aHTUOMOTUKOB OpajibHas
anTuOakTepuaibHas  (uunpodiokcanuH) — mpekpamiaercs.  MHunuanpHas
Tepanusi J0JHKHA MPOBOAUTHCS 0€3 U3MEHEHHM B TeUeHUe 72-X 4acoB, €ClId He
IPOU30IUIO CTPEMUTEIBHOTO YXYIIICHUS COCTOSIHUSI MAllMeHTa U HET HOBBIX
ouaroB. [Ipu mosydeHun pe3ynbTaToB OAKTEPUOJIOTMUECKOTO HCCIIEIOBAHUS
anTrOaKTepuagbHas Tepanusi MOAU(GUIUPYETCS COTJIACHO YyBCTBUTEIHHOCTHU
BBISIBICHHBIX MHMKPOOPTaHM3MOB K aHTUOWOTHMKaMm. [lpu BbeaeneHun vy
NalyeHTa rpaMOTPUIIATEIbHOTO BO30YAUTENS, YCTOMYMBOTO K KapOareHemaw,
PEKOMEHJIyeTCsl 3aMEHa TMOCIEJHUX Ha KOJUCTUH B COYETAaHUU C
TUTCLIUKJIMHOM.

23. Ecnu Ha ¢oHe mpoaopKarolencss NpoOTUBOTPUOKOBOM MEPOPaTbHOM
npOPUIAKTUKN (DIYKOHA30JIOM W aJICKBAaTHOM aHTHOAKTEPHAIBHOU TEparuu
JauxXopajaka coxpaHsercss 4 cyTok u 0Oojee, PEKOMEHAyeTCs Ha3HaueHUe
HMIIMPUYECKON TMPOTUBOIPUOKOBOM TEpanuu BHYTPUBEHHO. BHYTpUBEHHO
HA3HAYalOTCs JIGKAPCTBEHHBIE CPEICTBA W3 TPYMIbl SXUHOKAHAWHOB WU
BOPHUKOHA30JI.

24. ITpodunakTuka MHEBMOIMCTO3A.

Tpumetonpum 80 mr/Cynbshamerokcazon 400 mr mo 2 TabneTku 2 pasa B
JICHb 3 pa3a B HEJEIIO.

['JIABA 6 5
[MTPOPUNIIAKTUKA HEMPOJIEMKEMUI

25. llpodpunaktruka HEHPOIECHKEMUN TPOBOIUTCS:

pu MUEJIOMOHOOIacTHOM Jieitkosze (M4 no FAB);

pu MOHOOIacTHOM Jieitkose (M5 no FAB);

npu Bcex ¢opmax OMJI, ecniu Ha MOMEHT yCTaHOBJICHHS JHAarHo3a B
neprudeprudecKoll KPOBU OMPEAEIAICS THUIIEPICHKOIIUTO3 (JICHKOIIUTHI CBBIIIC
30 x 109 n).

26. IlepBass muarHocTHYecKkas JIIOMOajbHAS ITYHKIUS C 005S3aTeIbHBIM
BBeJieHHEeM 12,5 Mr MeToTpekcara MPOU3BOAMTCS JO Hayajga IMPOBEACHUS
nonuxumMuoTepanuu. [IpoBeneHne NMArHOCTUYECKOW MYHKIIUU MOYET OBITh
OTCPOYEHO BCIIEACTBHE TIIyO0OKo# muronenuu, (neikxoumutsl <1,0 x 10% g,
tpomGonutel < 20,0 x 10° / m). B Takux ciydasx IOMOanbHas MyHKIHS
OCYILIECTBIISIETCS TTOCIIE MPOBEICHUS MEPBOTO MHAYKIIMOHHOTO Kypca U BhIXOJa
MalueHTa U3 [MUTOTICHUH.
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27. Bce mocnenyroommue MyHKIIMH TMPOU3BOMITCS C BBEICHHEM TPEX
JEKApPCTBEHHBIX  CPEJCTB:  METOTpPEKcaT, IUTapaOuH,  MOPEIHU30JIOH.
JlekapCTBEHHbBIE CpEJICTBA BBOASATCA B pasHbIX Mmpuinax. OOmuii o0beMm
BBOJIUMOTO  pacTBOpa He JoibkeH mnpeBwimare 10-12 min.  O6bem
CIIMHHOMO3T'OBOM JKUJIKOCTH, KOTOpasi Oepercs JUisl UCCIEI0BAHMS, COCTABIISAET
2 o0bema BBOJUMBIX pacTBOpoB. [l pa3BeneHUs  HCHOIb3yeTCsA
JIUCTWIMPOBaHHAs Boga. MeToTpekacar BBOAMTCA B jgo3e 12,5Mr/m?
MaKCUMaJlbHasl J103a JIEKapCTBEHHOro cpeacTBa 15 mr. Ilutapabun BBOAUTCS B
no3e 20Mr/M? ¥ IIpeTHU30JI0H B 03¢ 30 MT.

28. CxeMa npoBeIeHUS TIOMOATbHBIX MyHKIHN:

1-as myHKIMS (IUarHOCTUYECKas) - 10 IEPBOTO Kypca UHAYKIIUU;

2, 3, 4-as MyHKIUU - TIEpe]l KKJIbIM MOCIEIYIONUM KypCOM HHIYKIIHH

(koHCONMMIALINN);
5 —ast MyHKIMS - Iepe/I MEPBLIM KYPCOM IMOAECPKUBAIOIICH TepaIliu;
6, 7-as OyHKOHA - Teped KaXObIM TPETbUM II0 CYETy KypcoM

nojjepxuBaronieit repanuu (1 pa3 B Tpu mecsiua);

8-as MyHKIMS - IEpe]] CHATHUEM TMALIMEeHTa C TepaIluu.

29. Ilpm  TsKedbIX peakUusX Ha COYETAaHHbIE BSHJOIIOMOATIbHBIE
BBEJICHHUS LHUTOCTATUKOB (SIBJICHWSI MEHHMHIHM3Ma) BO3MOXXHO IIPOBEICHUE
IpOPUIAKTAKN HEHPOJIEUKEMUU TOJIBKO METOTpEeKcaToM B jo3e 15mr, B
COYETaHUM C OOJIy4YEeHHEM T'OJIOBHOTO MO3ra C JBYX IOJIE B CyMMapHOM J103€
24 T'p.

['JTABA 7
TEPAIINA HEKOTOPBIX ®OPM OCTPBIX
MUEJIONIHBIX JIEMKO30B

30. OcTpbIit mpoMueIoIUTapHBIi jeliko3 (M3 - mo ®AB).

B kadecTBe MHAYKIHMOHHOW TEpamuyd Ha IMEPBOM ITaIe HMCHOJIb3YyETCA
IPOU3BOIHOE MOJIHOCTBIO TPaHC-peTHHOEBOW KUCIOThI (All-trans retinoic acid)
— tpetuHonH (ATRA).

JlekapCTBEHHOE CPENCTBO HAa3HAYAETCH B 03¢ 45 MI/M? B CyTKH BHYTDb
(cyTrouHast 103a pa30uBaeTCs Ha JiBa IpUEMa); J103a OKPYTJsieTcs 10 kpaTHou 10
MI B CTOPOHY YBEJIHMYEHHUsS. TPETMHOMH  HA3HAYAETCS €XKEIHEBHO JO
JTOCTIDKCHHST peMuccuu, Ho He Oonee 90 nueii. [IpuMeHeHne TpeTMHOWHA HE
UCKJIIOYaET 0053aTENBHOTO IPOBECHUS XUMHUOTEpAInH, WHaue
MPOJOJIKUTENBHOCTh IOCTUTHYTOM PEMUCCUU OYEHb HEBEIIHKA.

[locnenyromas XuMHOTEpanusi MPOBOAUTCS Ha (oHE HOPMAIBHOIO
KPOBETBOPEHUS U CONPsHKEHA C MEHBIIIMM PUCKOM OCJIOKHEHUH.

31. JleueHue nmo HACTOAIIEMY KIMHUYECKOMY MPOTOKOJY HAYMHAETCA Y
BCEX IMEPBUYHBIX MALUEHTOB B Bo3pacTe 10 60 jieT ¢ MOpP(OJIOrHYecKH,
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HUTOXUMHUYECKN U LIUTOT€HETUYECKU (KEIATEIbHO MOJIEKYJISIPHO-TEHETUYECKH )
JIOKa3aHHBIM JIMarHO30M OCTPOI0 MPOMHUEIOLUUTAPHOTO JEHKO03a.

32. Hckio4daroTcs MAlMEHThl C KPOBOW3JIUSHUEM B TOJOBHOM MO3T,
MAIMEeHThl HA UCKYCCTBEHHOW BEHTWJISIIIUU JIETKUX BCIEACTBUE MH(GEKIIMOHHBIX
WIN IPYTHUX CBSI3aHHBIX C OMYyXOJbIO OCIOKHEHUI.

33. UaayKIyst peMHUCCHH.

Tperunoun 45 mr/m? exxeHEBHO, 103a pa3oMBaeTcs Ha 2 IPHUEMa, yTPOM
U BEUYEpOM; B TE€UEHHUE IMEPBOrO JHSI B KaUy€CTBE MOHOTEpAIUU, 3aTEM CO 2-TO
JTHS — B COYETaHUM C KypCOM XUMHUOTepanun- B TeueHue 30 nHein.

Kypc xummorepanuu no cxeme «7+3» HauMHAETCSA HA 2 JI€Hb OT Hayaia
npuemMa TpeTUHOUH

Iurapabun -100 mr/m?> BHyTpuBeHHO 30 MMH 2 pa3a B JEHb C
UHTEpBAJIOM 12 yacoB 1-7 nHM

Jayropy6uun- 60 Mr/m? 1 pas B genb kopotkas (10 Mun) uadysus B 1-3
JTHU.

34. B cinydae mNOSBIEHUS KIMHUYECKUX TPU3HAKOB PETUHOUIHOTO
CHHIPOMA HAa3HAYAETCs JeKcaMeTa3oH B 103e 20 MI/M? B CyTKH B TEYEHHE 3-X
JHEN C MOCJIENYIOIMM CHHYKEHHEM J103bl O KyIUpOBaHUsI cUMITOMOB. Eciu
Ha (hoHEe MpuemMa TPETHHOWH Pa3BUBAIOTCA YIPOXKAIOUIUE KU3HU COCTOSIHUS,
no3a npenapara ymenbinaercs Ha 30% ot HavaneHOU. [Ipu nmporpeccupoBanuu
IPOSIBJIEHUN  PETHHOMWJIHOIO  CHHJIPOMA, TPETHHOWH  OTMEHSAETCS 110
CTaOMIM3aIMd  COCTOSIHUSL  OOJIBHOTO W BO30OHOBISIETCS  MMOCJHE X
KYIHPOBAHUS, HO C PeAyKIHEH 10351 10 30 Mr/m?,

35. Konconunanus (2 xypca).

TpetrHOMH 45 MI/M? eXEJHEBHO, 03a PAa30UBAETCA HA 2 PUEMA, YTPOM
u BeuepoM 1-14 nuu

Iurapabun -100 mr/m?> BHyTpuBeHHO 30 MMH 2 pa3a B J€Hb C
uHTEepBasioM 12 yacoB 1-7 nHu

Jayropy6uun- 60 Mr/m? 1 pa3 B genb kopotkas (10 Mun) undysus B 1-3
JTHU.

36. [Topnep:xuBaromias Tepamnusi.

OnuH Kypc XUMHOTEPAIUH 10 CXEME «O+2»!

nurapabus -100 mr/m? BHyTpuBeHHO 30 MuH 2 pa3a B JJeHb C HHTEPBAIOM
12 gacoB 1-5 gum;

nayHopyounun- 45 mr/m? 1 pas B nenb xkopotkas (10 mun) uadysus B 1-2
TTHU.

[TognepxuBaromiee Je4eHUE OCYLIECTBISETCS YEPEIOBAaHUEM KYypCOB
nutapabuna-100 mr/m® BHyTpuBeHHO 30 MMH 2 pa3a B I€Hb C MHTEPBAIOM 12
gacoB 1-5 nHuM B coueraHuu 100 ¢ 1ukiodochanom 1000Mmr/M? Ha 3-i1 neHb
BBEJICHUS LUTapabuHa, 1Moo 6-MepKanTomypuHoM 60Mr/mM? kaxsie 12 4acos B
tabeTkax 5 qHEN.
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37. Kypcbl moaaep:KuBArOIIe TEepanuu IMPOBOASIT OJWH Pa3 B MECHI]
(maTEepBa 4-5 HEMEINb), 00IIEe YMCIO KyPCOB MOICPKUBAIOIIETO JIeUeHHUs-18.
Bo Bpems mnopmepKuBarolled TEpanuyd BbINOJIHAKOT MOJIEKYJISIPHBIN
MOHUTOPHUHI MHHUMAJILHOW OCTaTOYHOM Oojie3Hu. OOpasibl KOCTHOTO MO3Ta
OTHPABJISIIOT HA MCCIIEIOBAHUE XUMEPHOTI'O TPAHCKPUIITA OJIUH pa3 B 3 Mecsla,

T.€. MepeJl KAKJBIM TPETHUM KypCOM MOJJEPKUBAIOIIEH TEpauu.
38. XuMuoTepanus nmpekpamniaercs yepes 2 rojia OT MOMEHTa JOCTHUKECHUS

IIOJIHOU PEMUCCHM.

39. Tepamns OMJI y mnanueHTOB, MMEIOIIUX IPOTUBOIOKA3aHUS K
IIPOBEICHUIO MPOTPAMMHOM LIMTOCTATUYECKON TEPATIUH.

39.1. HenporpamMmHas Tepamnus: Kypcbl XUMHOTEpANHMU C PEAYyKIHEN
JI03bI [IITOCTATUYECKUX MPENapaToB, Majble J03bI IUTapaOuHa.

39.2. WuauBuayalbHBIA MMOA00P XHMHOTEpPAMMU C OMNpEeICHUEM
npoduIIs IeKapCTBEHHON YCTOMYMBOCTH Ha ocHOBe npoBenaenus MTT-tecra.

['JTABAS

BUJIbI OKA3AHMS MEJUITMHCKOM ITOMOIIHA

[MTAIITMEHTAM C OMJI

40. Buapl MeIUIIMHCKON TMOMOIIM (TIEPBUYHOMN, CIEHUATU3UPOBAHHOM,
BBICOKOTEXHOJIOTMYHOM), OKa3biBaeMoil mnanueHtam ¢ OMJI npeacTtaBieHbl B

TabnuIe:
Bup! Opranuzanuu
MeUITTHC- OO6beMbl OKa3aHus
. 3anaun 3/1paBOOXPaHUS U .
KO MEAUITMHCKOW TOMOIIIN
CTICITUATHCTHI
TTOMOIIU
1 2 3 4

[lepBuunas | BeisiBiieHue Paiionnsle, AHamHe3
MAIMEHTOB c | ropoackue (Bpauu | OusnKaIbHOE o0cieoBaHne
KIIMHAYECKUMHU | | II000H (6meHOCTD, HH(]EKIIMOHHO-
1a00paTOPHBIMU CTHEeHATHHOCTH BOCTIAJIUTETILHBIE IIPOIIECCHI,
MIPOSIBIICHUSIMH amMOyJIaTOpHO - | TeMOpparu4eCcKuii CUHJIPOM,
OMJI MOJIMKJIMHUYECKUX | CIUICHOMETaJIus)
3amMecTuTeIbHAS u OonpHUYHBIX | OOIUA  aHamM3  KPOBH  C
TEMOKOMITOHEHTHAs | OpraHu3aIui MOJICYETOM KOJINYECTBA
Tepanus 10 | 3APAaBOOXPAHEHHS) | TPOMOOIMTOB, JICHKOIIUTAPHOU
MOKa3aHUsIM dbopMyITbI
AHTHOaKTEpHAITb- bruoxumudeckoe wucciaenoBaHue
Hast u KpOBU (oOmuii 0eIoK,
CUMIITOMAaTHYECKAs abOyMUHBI, TII00YIINHBL,
Tepanus MOYEBHHA, KpEaTUHUH,
Hamnpasnenue OomnpyouH, HIeI0YHas
MaIMeHTOB, docdaraza, AcAT, AnAT, JIIAD)
HYXXKJAIOWKUXCI B [lepenuBaHue
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JTOTIOTHUTENILHOM APUTPOLIUTCOACPKAIINX
oOcnenoBaHUNd  Ha KOMIIOHEHTOB KPOBU
CIIEe YOI Ha3znauenune  mapeHTepanbHBIX
YPOBEHb OKa3aHHS AHTUOMOTHKOB (BHYTPUBEHHO)
MEIUIMHCKON
MIOMOLIA
Crneunamu- | Yriy0iaeHHoe Ob6unacTHble, OOmuii  aHanM3  KpOBH  C
3UpOBaHHas | KIIMHUKO- TOpOJICKHE MOJICYETOM KOJIMYECTBA
nabopatopHoe U | TeMaToJIornyec- TPOMOOIIMTOB, PETUKYIOLHUTOB,
MHCTPYMEHTAJIBHOE | KHE  OTJAENEHUs, | JEHKOUTapHON (bopmybl,
o0OcnenoBanue reMaToJIOTHYeC Mopdonoruueckon OLICHKOM
Kue KaOuHeThl | buoxuMmuueckoe ucclieqoBaHue
(Bpad-reMaTosior) | KpOBH (CBIBOPOTOUHBII
beppuTHH)

1 2 3 4
O6ocHoBaHuE VYAbTpa3ByKOBOE UCCIEIOBAHUE
HEOOXOJIMMOCTH U OpraHoB OpIOLIHOW TMOJOCTU H
HaIpaBJICHUE Majoro Tasza, JUM(ATUYECKUX
MAIMEHTOB Ha y3JI0B, IIMTOBUTHOM KEJE3bl,
CIEAYIOIIMI peHTrenorpadus OpraHoOB
YPOBEHb OKa3aHUs IPyAHOM TOJIOCTH
MEIUIITHCKOM AcrniapainoHHast ouorcus
MTOMOIITA KOCTHOTO Mo3ra:
[IpoBeaeHue MOP(OJIOTHIECKOE
XUMHUOTEpANuu HCCIIeIOBaHUE, TUTOXUMUYECKOE
naueHTam, UCCIIeI0BaHUE
HENoAJIeKaIuM
IPOrpaMMHOM
Tepanuu
Jncnancepuszanus
NAlUEHTOB C paHee
BepU(UIIUPOBAH-

HbiM OMJI
Bricoko- Knnauko - | PecnyOnukanckue | AcnupanmoHHas ouorcus
TEXHOJIO- 7a0opaTOpHOE U | reMaToJIoTuyec- KOCTHOTO Mo3ra:
TUYHAS MHCTPYMEHTAJIbHOE | KUE OTJIEeJICHUS | HTUTOMOP(DOIOrHYECKOe,
obcnenoBaHue (Bpau-reMarosor) | MUTOT€HETUYECKOe,
MAalUEHTOB c UMMYHHO(EHOTHITHYECKOE,
LENbIO LUTOXUMHUYECKOE,
b depeHImab- MOJIEKYJISIPHO-OHOJIOTHYECKOE
HOM JIMarHOCTHKH, UCCIIeI0BaHus
BepUpUKAIINH HLA-tunupoBaHue naiueHToB U
Mar’gosa cubca
IIpoBenenue IIpoBenenue Tepanuu
IIPOTPAMMHON WHAYKLIUU
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tepanuu OMJI

Brimonnenue BBICOKO/103HOM
KOHCOJIM AN

AJTOreHHasi WM ayTOJIOTUYHas
TpaHCIUIaHTaLM
IEeMOIOATHYECKHUX  CTBOJIOBBIX
KJIETOK

[Torck HEpOJCTBEHHOIO JIOHOpa
I'CK B 0Oaze
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Juarno3z OMIJI Junarno3z OMIJI
CD25+ knerku 10% u 6onee CD25+ knerku menee 10%

l

«T+3» ¢ SCKAJIMPOBAHHBIMU JO03aMHU aHTPALIUKIINHOB

l l

Knerku ¢ JIA® 0,01% Knerku ¢ JIAD Knetku ¢ JIA® Knerku ¢ JIAD
u GOHIe otcytcTByOT (0%) orcyrctByIoT (0%) 0,01% u 6onee
FLAG-Ida «7+3» cTaHAapTHbIE «7+3» crannapTHbIe
JI03BI AHTPALMKINHOB JI03BI AHTPALIMKINHOB
l v /

KoHconuaanus ¢ y4eToM reHeTHYeCKOro MpoguIs

CrangapTHbIN CraHgapTHBIH MIPOMEXKYTOUHBII BBICOKHUI
(xkmetku ¢ IA®>0%)  (xierku ¢ JIAD-0%)

HiDAC HiDAC HiDAC HiDAC
Mobunu3zanus v 3a60p  MoOunuzauus u Mobunu3zanus 1 [Nouck nonopa
ayro-I'CK 3a60p ayto-I'CK 3abop ayto-I'CK
HiDAC HiDAC HiDAC HiDAC
HiDAC HIiDAC HIiDAC HIiDAC
PoncTBennslit 1oHOp PoncTBeHHBINM
JIOHOP
HET eCTh \
v
AyTooruuHas Pozacreennas HET €CcTh
TI'CK amno- TT'CK l \ v
AyTonoruusas PoncrBennas HepoacrBennas
TI'CK amro- TT'CK auto- TT'CK

Puc.1 Cxema nporpammsl Tepanuu OMJI





