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1. Beoonas uacme

Ocmputit aumgpoonacmuwtit neikos (0JL1)

B HacTosmieM npoTokosie, mpeaHasHauYeHHOM sl CIEIUAIMCTOB, OKa3bIBAIOIIMX TOMOIIb

6o0sbHBIM ¢ OJIJI, mpuBeEHBI JOCTYIHBIC K HACTOSIIEMY JTHIO KIIMHUYECKHE I0KA3aTeIbCTRA,
MOMEHTHI HaIJIe)KaIEH MPAaKTUKH, a TAK)Ke MHEHHUS dKCIiepToB. bruia npoBenena agantanus K
MECTHBIM YCIIOBHSIM, OBLIH YYTEHBI OCOOCHHOCTH JIOCTYITHOCTH JICKAPCTBEHHBIX MPEMAapaTOB K

npuMeHeHuto y 6osbHbIx ¢ OJIJI.

1) MesayHapoaHasa Knaccubukauma 6onesHen — MKB-10/11 kog, (bl):

MKB-10 MKBbB-11

Kon HazBanune Kon

C91.0 Ocrtpsiii tuMdoOIacTHRIN Jeiiko3  2A70

C91.5 T-kneTo4Hsbli JEUKO3 B3POCIBIX 2A71

C91.7 Npyroii yrouneHHbIN muMbonaHbii 2A77Z

JIEUKO3

C91.8 3penblii B-ki1eTo4HbIH JIEHKO3 THNA

bepkurra

C91.9 JlumdbounaHsiii 1€HKO3

HEYTOYHEHHBIN

C83.5 Jlumdoobmactras (muddy3Has)

auMdoma

HazBanue

HoBooOpazoBanwst u3 B-

.]'II/IM(bOI/II[HBIX MpeAICCTBCHHUKOB

HoBoobOpazoBanue u3
HpeANICCTBCHHUKOB T-TMMpOUIHBIX

KJICTOK

HoBooGpazoBanus u3 mumMOOUIHBIX

MpEAMCCTBEHHUKOB HCYTOUYHCHHBIC

https://mkb-10.com/index.php?pid=1504 https://icd.who.int/browse/2025-

01/mms/ru#971902553




2.lata paspaGorku u mepecmorpa mpotokona: - 2025 ron, marta mnepecMoTpa mo Mmepe

IIOABJICHHA HOBBIX KIIHOYCBBLIX J0KA3aTCIbCTB. Bce IOoMpaBKu K IMPCACTABICHHBIM

peKoMeHaaIusIM Oy yT OMmyOJIUKOBAaHBI B COOTBETCTBYIOIIMX IOKYMEHTAX.

- OTBETCTBEHHOE YUPEKIACHHE MO pa3padOTKe JAHHOTO KIMHUYECKOrO MPOTOKOJIA U
cTaHjaapTa: HAVUYHO-TIPAKTUYECKUUN

MEJIMIIMHCKNI LEHTP JETCKOW OHKOJIOTMU, TEMATOJIOIUN,
NMMVYHOJIOTI'NMHN

3.CnucOK OCHOBHBIX ABTOPOB, NOMMOJHUTEJIBbHOI'0 KOJJVICKTUBA aBTOPOB:

1.

10.

11.

12.

[Tomarosa JI.ILI. - m.M.H., ipodeccop, nupekrop LleHTpa neTckoi remMaToaoruu, OHKOJIOTHN H
kiInHn4Yeckor nMmmyHnosoruu (LIJITI'OKIN)

UcxakoB D.J1. — n.M.H., 3aBeqytonuii kadenpoi remaronorud u tpancdysuonoruu «Llentp
pa3BUTHUA TPOPECCUOHAITBHON KBaTHU(UKAITIN MEAUITMHCKUX paboTHUKOB mpu” M3 PVY3
NuostoB X.I1. — K.M.H., TO1IeHT KadeIpbl TeMaToJaoTuu U Tpancdysunonoruu «LleHTp pa3Butus
npodeccnoHaIbHON KBATU(UKALUU METUIIMHCKUX paboTHUKOB ipu” M3 PVY3
MaxamananueBa ['.3. - k.M.H., TTaBHbIA remaronor PecryOnuku Y30ekucTaH 3aBeAyromuit
OTJIeNIeHHE TPaHCIUIaHTAIMK, PecyOnKkaHCKuil HayYHO-TTPAKTHYECKUI METUIIMHCKUN LIEHTP
rematoJsioruu (PHIIMIII') M3 PVY3; V36ekucrtan, r. TamkeHT

beprep U.B. - k.M.H., 3aMeCcTUTEIb TJIABHOTO Bpaya, PecryOnnKaHCKU HayIHO-TTPaAKTHYECKHUMA
MeaunuHCKui neHTp rematoioruu (PHIIMIT) M3 PV3; V36ekucran, r. TamkeHT
WUb6parumoBa C. 3. - a.M.H., 3aBeayiomas |-ii onkoremarosorueit lLlenTpa nerckoi
reMaTOoJIOTMH, OHKOJIOTHH U KiMHHYeckoi nmmyHosoruu (L[AIOKN)

EpumberoBa M. O. - 3aBenyromas 3-ii oHkoremarosnorueid LleHTpa AeTCKoi remMaToJIOTHH,
OHKOJIOTHH U KauHu4yeckoi ummyHosoruu (LIII'OKI)

ApunioBa H.B. - 3aBenyromas 2-i1 oHkoremarosnoruei LleHTpa neTckoil reMarosioruw,
OHKOJIOTHH U KnuHu4Yeckoi ummyHosiorun (ILIJII'OKI)

babaxanosa H.H. — k.M.H., Bpau-remarosnor 1-ii oHkoremarojorun LleHTpa meTckoit
reMaTOoJIOTMH, OHKOJIOTUH U KiMHuYecko ummyHozoruu (LIATOKN)

PusaeBa ®@.A. — k.M.H., Bpau-remarosor 1-ii oukoremaronoruu LlenTpa nerckoii reMaTosoruu,
OHKOJIOTHH U KnuHu4Yeckoi ummyHosiorun (ILIJII'OKI)

HurmatoB X.K. — Bpau-remarosior 3-ii oHKoreMarojoruu lleHTpa AETCKOW reMaToJOTHH,
OHKOJIOTHU U KauHu4yeckoi ummyHosoruu (LIII'OKI)

AGnynnaes M.M. - Bpau-remaronor 2-ii oHkoremaronoruu LleHTpa AeTckoi reMaToioruw,

OHKOJIOTHH U KnuHu4Yeckoi ummyHosiorun (IIJII'OKI)



13. flkyboBa A.K. — 3aBexmyromiass AHEBHBIM OTjAeNeHHWEM LleHTpa OETCKON TeMaroJIoTHH,
OHKOJIOTHH U KiauHu4yeckoi ummynosoruu (LIII'OKI)

14. A6nypaxmanoBa H.H. — Bpau-tpancdysuomnor LleHTpa merckoii reMaToioruu, OHKOJIOTHU U
knHanYeckor nMmmyHnostoruu (LIJIIOKI)

15. Mamarkynosa J[.®. — K.M.H., Bpay-reMaroyior KOHCYJITaTUBHON MNOJMKIMHUKKA LleHTpa
JIETCKOW reMaTOoJIOTHH, OHKOJIOTUU U KiMHU4Yeckoi nMmyHosoruu (LIJII'OKI)

16. Kunnuesa I'.X. — k.M.H., Bpaud ¢pusunotepaneBT npu PCHIIMII] I'ematonorun

17. CamueB 3.P. — nerckuii Temarosor, riaBHbIM crnenuanmuct CamapkaHACKON o001acTH,
3aBeYIOIIUI OTZEIICHEUEM OHKOI'€MAaTOJIOrUU JleTckoro MHoromnpopuIbHOTo
Menuuunckoro Lleatpa M3 PVY3

18. PaxmatoBa H.H. - nmerckuii remaTtosior, TJaBHBIM crHenuaiucT byxapckoil o6macTw,
3aBEIYIOIIMIA OT/ICJICHEUEM OHKOI€MaTOJIOTU U Jerckoro MHoronpopuiIsHOTO
Menuuunckoro Lentpa M3 PVY3

19. UrambepaueBa M. 3. - AETCKHII TeMaTOJIOT, TJIABHBIN CHEIMATUCT AHAMKAHCKON o0nacTu,
3aBEAYIONINKA OT/IeJICHuEM OHKoremaTosioruu Jlerckoro MuoronpoguisHOro MeauImHCKoro

IlenTpa M3 PV3; Y30ekucran;

4. PenieH3eHTHI:
1. HUcxakoB D.J.-a.m.H.mpodeccop 3aB.kadeappl TremMaroJioTMd W TPaHCHY3HIOTUH

TAIINYB

2. Nasnarosa I'.H.-k.M.H., PykoBoIuTENb HAYyYHOTO TPAHTOBOT'O MPOEKTA

BHelHssI 3KCNIEPTHASA OLIEHKA:

Knunnueckuii mpoTOKON OOCYXJAEH M PEKOMEHJOBAH K YTBEPKIACHHUIO IYTEM JOCTHKEHHS
He(opManbHOrO KOHCEHCyca Ha 3akmouuTenbHoM CoBemaHuu pabodeil rpymmbl ¢ ydacTHEM
podeccopcKo-IMPeno1aBaTeIbckoro COCTaBa BBICIIMX Yy4eOHBIX 3aBEICHMH, OpPraHU3aTOPOB
3apaBooxpanenus (aupektop A0 u KU u ux 3amectuteneit), Bpadeil peruoHaIbHBIX YUPEKISHUN

CHCTEMBl T'€éMaTOJIOTUH B OHJaiH-popmare 30 mas 2025 1., ., IpoTokoa Ne 5

5. Kuunngeckuii mpoTokosa paccMoTpeH U yrBepxkaeH Yuensim Coserom ALIO u KM 30 mas 2025

T., IPOTOKOJ Ne5

Kareropust nanuenTon

HaLMEHThI C OCTPBIM JIUM(OOTACTHBIM JIEHKO30M, AETH.
IleneBas rpynmna nporoxkoJia

1.remaroJoru,

2.TeparneBThl,



3.menuarpsl,

4.Bpauu 00IIEH MPAKTHKH,

5.Bpauu CKOpPOW IIOMOLIH,

6.XUpypru,

7.CTOMaTOJIOTH,

8.ypoJiory,

9.Helipoxupypry,

10.TpaBMaTONOTU-OPTONIEIBI,

11. cocynucteie Xupypri,

12. Tpancdy3uonory,

13.MeIULIUHCKHE CECTPhI

14. cnenuaaucTshl 10 MPOdHITIO Kal0d U CUMITTOMOB.
IIlkana oleHKH YpPOBHel H0cTOBepHOCTH Aoka3areabcTB (YJ) njasi MeTOI0B IMATHOCTHKH

(IMarHOCTH4YEeCKUX BMEHIATe/IbCTB)

Y1 Pacmiudgposka
Cucremaruueckue 0030pbI HCCIEIOBAaHUNA C KOHTpPOJIEM pe(epeHCHBIM METOJOM WIIH
1 CHUCTEMaTUYECKH  0030p PaHIOMH3WPOBAHHBIX KIWHUYECKHX  HCCICIOBAHMMA  C

HpI/IMeHeHI/ICM METa-aHaJln3a

OtnenbHBIE HWCCIACAOBAHUS C KOHTpPOJIEeM pedEepeHCHBIM METOJOM WJIW OTJEIbHBIC
) PaHAOMU3MPOBAHHBIE KIMHUYECKUE HWCCICIOBAaHUS U  CHCTEMaTHYeCKHe 0030pbl
WCCJICIOBAaHMM JTIO00TO JM3aifHa, 3a WCKIIFOYCHHEM DPaHIOMHU3UPOBAHHBIX KIIMHHYECKHX
I/ICCJIGIIOBaHI/H\/’I, C HpI/IMeHeHI/IeM MCTa-aHaJIn3a

HccnenoBanust 0e3 TMOCIEAOBATEIBHOTO KOHTPOJS pedEepeHCHBIM METOJOM WM
3 HUCCICI0OBAHUA C pe(bepeHCHI:IM MCTOOOM, HC ABIIOIIMMCA HCE3aBUCUMBIM oT
HCCJIeyEeMOT0 METO/Ia I HePaHJOMHU3UPOBAHHBIC CPABHUTEIIbHBIC UCCIICIOBAHUSI, B TOM
YHUCJIC KOI' OpTHBIe HCCIICOO0BaAHUA

HecpaBHI/ITeJIBHLIe HCCJICOOBaHUsA, OIIMCAHUEC KIIMHUYCCKOI'O cnyqas{

5 Nmeercs numibs 000CHOBAaHWE MEXaHU3Ma JICHCTBYS WM MHEHHE DKCIIEPTOB

>N

IIIkaJja oneHKH ypoBHel 10cTOBepHOCTH AoKa3aTeabeTB (Y /1) aiast npoguiaakTHYecKuX,
Jie4eOHbIX, peadWINTALIMOHHBIX BMEIIATEIbCTB
YA Pacungposka

1 Cuctemarnueckuii 0630p PKU ¢ npuMeHeHneM MeTa-aHaImn3a

) Otnenpapie PKM m cuctematudeckue 0030pbl MCCICAOBAHHMMA JIFOOOTO aM3aiiHa, 3a
uckiarouenneMm PKH, ¢ npumeHeHneM MeTa-aHainn3a

3 HepangoMu3upoBaHHBIC CPABHUTEIIBHBIC HCCIIECIOBAHUS, B T.4. KOTOPTHBIC UCCIICOBAHHUS
4

HecpaBuurenbHble HcclieJOBaHUS, ONMKMCAHUE KIMHUYECKOTO Clydasl WIM CEpUU CIIydaes,
WCCIIEIOBAHUS «CIY4Yail-KOHTPOJIbY

Nmeercss numb 00OCHOBaHME MEXaHW3Ma JICHCTBUS BMEIIATENBCTBA (TOKIMHUYECKUE
MCCJIEIOBAHMsI) I MHEHHE SKCIIEPTOB

5

IIIxaja oneHKH YypoBHel yoeauTeabHOCTH pekoMenaanui (YYP) niast npoguiaakTuyecKux,
JAUATHOCTHYECKHX, JeueOHbIX, pea0UIMTAIlMOHHbIX BMEIIATEIbCTB
YypP Pacumiugposka

CunbHasi pekoMeHnanusi (Bce paccMaTpuBaeMble KpuUTepuu 3(PGEKTHBHOCTH (HMCXOJIbI)
A | TBIUUOTCS BAKHBIMH, BCE HCCIC/OBAHMS MMCIOT BBICOKOS WIH YIOBIETBOPUTEIBHOE
METOJIOJIOTUYECKOE KaueCTBO, MX BBIBOJABI MO MHTEPECYIOIIUM HCXOAaM SIBISIOTCA
COTJIACOBAaHHBIMHU)




VYcnoBHas pekoMeHalus (He Bce paccMaTpuBaeMble Kpurepun 3h(HEeKTUBHOCTH (MCXOIBI)
g | BIUIOTCA BOKHBLIMH, HE BCC MCCIEJIOBAHHS MMCIOT BBICOKOC MJIM Y/OBJCTBOPHTENbHOE
METOA0JIOIMYECKOe Ka4eCTBO M/MIIM MX BBIBOJABI IO MHTEPECYIOIIUM UCXO0/1aM HE SIBIISIOTCS
COTJIACOBAaHHBIMH )
Cnabas pexoMmeHmanus (OTCYTCTBHE JOKAa3aTeNbCTB HAJJIEXKAIIEro KadecTBa (Bce
C | paccmatphBaeMble KpUTEpHH 3¢ pexTHBHOCTH (MCXOJBI) SBISIOTCS HEBAXKHBIMH, BCE
UCCIICIOBAaHUSI HMEIOT HH3KOE METOJOJIOTHYECKOE KayecTBO M HUX BBIBOABI 110
MHTEPECYIONINM UCX0JIaM He SIBJISIOTCS COTJIACOBAHHBIMHU )
OrnaBneHue

HAITMOHAJIbHBIN KJIMHUYECKUI TTIPOTOKOJI 1O AUATHOCTHUKE W JIEHEHHIO 10
HO30JIOTUU «PEHUAVBA OCTPOI'O JINM®OBJIACTHOI'O JIEMKO3A YV JIETEN»
.3



HAITMOHAJIbHBIN KJIMHUYECKUI ITPOTOKOJI TI0 JUATHOCTUKE U JIEYUEHUIO
MEJUIIMHCKUX BMEHTATEJIbCTB 11O HO30JIOITMU«PELHAAUBA OCTPOI'O
JIMM®O®OBJIIACTHOI'O JIEMKO3A Y JETEIMD ..o 32

HAITMOHAJIbHBIN KJIMHUYECKUI ITPOTOKOJI IO TIPO®UIIAKTUKE U

PEABMJIMTALIMN I10 HO3OJIOTMU«PELIUANBA OCTPOI'O JINMM®OBJIACTHOI'O
JIEMKO3A Y JIETEM. ... e 43

HAITMOHAJIbHBIN KIIMHUYECKUI TTPOTOKOJI HAHHI/IATI/IB‘IJ{OI;I HHOMOIIH 10
HO3O0JIOTUN«PELIUNBA OCTPOI'O JINMM®OBJIACTHOI'O JIEMKO3A V JIETEMN. .....50

- Cnucok cokpameHui



BiTE AT

oucnenupuIHOE AHTUTEIO

BFM — Berlin-
Frankfurt-Munster;

HCMGHKaH HccCJICA0BATEC/IbCKas IpyIria 1o u3y4eHuro ocTporo J'II/IM(l)OGJ'IaCTHOFO JICHKO3a

CD Kiactep AudhepeHIUPOBKU

EGIL EuropeanGroupoflmmunologicalMarkersforLeukemias; EBpomnetickas rpymnma mo
MMMYHOJIOTUYECKON XapaKTEPUCTHKE JIEUKO30B

FISH ®iyopecneHTHAs THOpUAN3aaus insitu

MB Mocksa—bepnun; Poccuiickas uccienoBaTenbckas Ipymnmna mno JeueHuIo
ocTporoianMpo0IacTHOTO JelKo3a y neTer

TCR-T T-xJ1eTO4HBIHN penentop

cellreceptor

AJIT aJaHMHAMHHOTpaHcdepas3a

ACT acrapraTaMHHOTpaHcdepasa

BO3 Bceemupnas Opranuszaius 3apaBooXpaHeHHs

BIT-OJIJT OCTpBIi TUMGOOIACTHBIH JISHKO3 U3 B-KJIETOK-TIpeIIIIeCTBeHHUKOB

I'-KC® IPaHyJIOUTAPHBIHKOIOHHECTUMYIUPYIOIIUH (haKTop

HXJI HEXOKUKUHCKHETMM(OMBI

JI.M.H. JIOKTOP MEIUIIMHCKUX HaYK

HUTK MHTUOUTOPBI THPO3UHKHMHA3

KU1 KJIMHUYECKHE UCCIICIOBaHUS

KM KOCTHBIM MO3T

KT KOMITBIOTEPHAS] TOMOTpadus

JIAT JIaKTaTACTUAPOreHa3a

MKGB 10 MeXayHapoaHas Kiaccudukanus 6osesnerd 10-ro nepecmMorpa

MOB MHUHHMaJbHAS OCTaTO4HAas 00JIE3Hb

MPT MarHUTHO-pe30HaHCHAask TOMOrpadus

OAK o0wmmii (KIMHUYECKNIT) aHAIN3 KPOBH

OJII OCTPBIi TUMGOOTACTHBIH JISHKO3

OT-IIIIP 00paTHO-TpaHCKpHUIITa3HAs oJimMepa3Has nemnas peakus (I1LP)

1P II0JIHAsI PEMUCCHS

IIXT MOJINXUMHOTEPAIIHS

[11IP-PB [IIIP B pexxume pealbHOr0 BpEMEHHU

COJI CHUHJIPOM OCTPOTO JIM3HCA OIyXO0JIHU

TI'CK TPaHCIIAHTALKs FEMONO3TUYECKUX CTBOJIOBBIX KIETOK




Y31 YABTPa3BYKOBOE HCCIIEA0BAHNE

DAB ®panko-AMepuko-bpuTtanckas koonepaTHBHAsI FpyIna
XT XUMHUOTEPANHNS

[MHC LIEHTpaJbHAsg HEPBHAS CUCTEMA

UMH YepEenHO-MO3TOBbI€ HEPBbI

OKT' QIIEKTPOKapAHOTpadust

Oxo-KI' sXO0Kapauorpadus

2. BBEJIEHME

OcTtpblii anMdo0aacTHBIN Jeiiko3 (OJ1JI)

B HacroseM npoTokosie, npeaHa3HauYeHHOM IS CIISITAATMCTOB, OKA3bIBAIOIINX TTOMOIIH OOJBHBIM C
OJUJI, mpuBeneHbl MOOCTYIHBIE K HACTOSIIEMY JIHIO KJIMHUYECKUE J0Ka3aTeJIbCTBA, MOMEHTHI
HaJUIeKaIlled MPAKTHKU, a TAaKKe MHEHHUs JKCIepToB. bbula mpoBeneHa ajnantaius K MECTHBIM
YCIIOBUSIM, OBLITH Y4TE€HBI OCOOCHHOCTH JOCTYITHOCTH JICKAPCTBEHHBIX MPENapaToB K MPUMEHEHUIO Y

oospHbIX ¢ OJIL.

OcHOBHBIM TpeOOBaHHEM IPHU pa3pabOTKe MPOTOKOIA, BKIIOYHBIIECTO JaHHBIE, OCHOBAHHBIE HA
Jy4IlIeM MUPOBOM OIIbITE, OBLJIO WCIIOJIb30BAHKE MAaTEPUAIOB JYUIINX PYKOBOJCTB IO JaHHOU TeMe ,
a TaK)kKe METOJIOJIOTHH CTPOTr0 0TOOpa HAYYHBIX AHHBIX IPH (POPMHUPOBAHUH PEKOMEHIAINA KaK
Hewmenkast uccnenoBarenbckas rpynmna (BFM — Berlin-Frankfurt) mo uzyuenuto octporo
mumdobnacTHoro seiiko3a ;MockBa—bepnun (MB)- Poccuiickas uccrnenoBarenbckas rpymma mno
JICYCHHIO OCTpOro JuM(poOIacTHOTO JIelKo3a y aeTeil, EBponelickas rpymnmna no IMMYHOJIOTHYECKON
(EGIL) xapakrepuctuke neiiko3os , Bcemupnas Opranuzanus 3apaBooxpanenus (BO3).

Onpenesienue

Octpsrii muMdobracTabii aeiiko3 (OJIJI) — 310 3mokauecTBeHHOE 3a00JI€BaHUE CUCTEMBI
KPOBETBOPEHHSI, XapaKTepU3YyIOIIeecs] HEKOHTPOJIUPYEMOil posudepanueii ormyxojaeBoro KJIoHa 13
KJIETOK — KPOBETBOPHBIX MPE/IICCTBEHHUKOB JTMHUH M onHoi nuddepeHmpoBky,
COCTaBIIAIONIETO HE MeHee 25% OT IPYTuX sIIEPHBIX KIETOUHBIX 3JIEMEHTOB KOCTHOTO MO3Ta, C
BO3MOYKHBIM BOBJICUEHHEM B IPOIIECC PA3IMYHBIX OPraHOB U cucTeM (IMM(pOHIHAS TKaHb JTI000M
JIOKAJIN3aIlN), U B CBOEM €CTCCTBEHHOM TEUCHNU HEM30EKHO MPHUBOIAIIEE K (haTaIbHOMY HCXOY.
B pecnyGnuke kaxaplil rof] BRIBIIOTCSA 0k0J10 300 mereit ¢ ocTpbiM TUMGPOOIACTHBIM JICHKO30M.

National Institutes of Health (NIH) (.gov)https://www.ncbi.nim.nih.gov > ...

OJUI cocraBmnsieT okoio 25 % OT BcexX 3710KaUeCTBEHHBIX OMyXOJiel y O0MbHBIX B Bo3pacte 110 18 et
U SIBJISIETCS CaMbIM YacTbIM OHKOJIOTHYECKHM 3a00JIeBaHHEM AETCKOro Bo3pacTa. 3a00JieBaeMOCTh
coctasisieT okoJio 4 Ha 100 000 nerckoro Hacenenus. [Tuk 3aboneBaemoctu OJIJI y nereit mpuxoautcs



Ha JOIIKOJIBHBINA Bo3pacT (2 — 5 ner npu meauane 4,7 roga). Heckonbko yarie 601€I0T MaTbuuKu —
cootnomrenue 1,6:1 mms B -muneiinoro u 4:1 gnsa T - muueiitnoro OJIJI.

B nacrosmiee Bpemsi, BBDKUBAEMOCTb JIeTeH C OCTPbIM JTUM(POOIACTHBIM JIEHKO30M B Y30eKUCTaHe
coctasisieT okoJio 70% (T.e. 70 6ompHBIX AeTei u3 100 BbI3JopaBiIUBaloT). TO MPOU30ILIO0 OJaroaaps
TECHOMY COTPYAHUYECTBY C KOJUIETAMU U3 IPYTUX CTPaH, BHEAPEHUIO COBPEMEHHBIX MEXIYHAPOIHBIX
MPOTOKOJIOB XUMHUOTEepanmuu. Ha CerogHsAnHei JAeHh 00€CIEeUYEeHHOCTh IUTOCTATUHYECKUMHU
npenapatamy 1 mpenapaTaMiy JUIsi COPOBOIUTENHHON TepaBuu 1o PecryOnuke coctasisier 25-30 %.
PeunnuB — »3T0 mosiBIeHWE MOP(OIOTHYECKA BBISBISEMBIX OJIACTHBIX KIETOK C JIEHKO3
ACCOILIMUPOBAHHBIM UMMYHO(EHOTUIIOM TIOCTE MEePUOJa, B TE€UCHHUE KOTOPOrO HUIACHTHU(PHUIMPOBATH
OTIYXOJIEBBIC KJIETKH ITUTOJIOTHUYECKUMHU METOIaMH HE MPEJICTABISAIOCH BO3MOKHBIM

I''TABA 1. Onpenesienne n kiaaccupuxkanusa peuuaua OJIJI y mereid. Roberts KG.
Genetics and prognosis of ALL in children vs adults. Hematology Am Soc Hematol Educ Program. 2018 Nov
30;2018(1):137-145. [PMC free article] [PubMed]

1.1. TepMuHbI 1 onipeaeeHUs
Karteropust HUcrounuk Onpenesienune
A0Ka3aTEJILCTB | qoKka3aTeJbCTB
A 1. Jloka3zatenbCcTBa OCHOBAHBI HA XOPOIIIO
CIUIAaHUPOBAHHBIX PAHIOMHU3UPOBAHHBIX
PannoMusupoBaHHbIe | MCCIIEIOBAHUSIX, TPOBEACHHBIX HA JOCTATOYHOM
KOHTPOJHMPYEMbIE | KOJMYECTBE MAIIMEHTOB, HEOOXOMMOM JIJIst
WCCJICIOBAHMS MOJTyYEHUS JOCTOBEPHBIX PE3yIbTaTOB. MOTyT
OBITH 000CHOBAHHO PEKOMEHIOBAHBI JISI ITUPOKOTO
MPUMEHEHUS
B Jloka3aTenbCTBa OCHOBAHBI Ha
PaHIOMHU3UPOBAHHBIX KOHTPOIHPYEMBIX
HCCIICIOBAHMSX, OJTHAKO KOJMYECTBO BKIFOUEHHBIX
PangomusupoBaHHbIE i
MaIMEeHTOB HEJIOCTATOYHO JJIsI JOCTOBEPHOTO
KOHTPOJIUPYEMbIE
HCCIIeIOBAHNS CTaTUCTUYECKOTO aHaau3a. PekomeHaanuu MoryT
OBITH pacIpOCTPAaHEHBI HA OTPAHNYCHHYIO
MOMYJISALIUIO
C He JlokazaTenbpCcTBa OCHOBAHBI HA HE
PaHIOMU3UPOBAHHBIE | PAHIOMU3UPOBAHHBIX KIMHUYECKUX
KIIMHAYECKHUE WCCJICIOBAHMSX WM UCCIIETOBAHMIX, TPOBEACHHBIX
HCCIICIOBAHUS Ha OTPAaHUYEHHOM KOJIMYECTBE MALIUEHTOB
yi| Jloka3zatenbcTBa OCHOBAHBI Ha BEIPAa0OTaHHOM
MHeHue 3KCIepTOB | TPYNIOi 3KCIEPTOB KOHCEHCYCE 0 ONPEIEICHHOM
npoOsemMe

* U30JIMPOBAHHBIN KOCTHOMO3TOBOW PELUINB TUATHOCTUPYETCS, €CIIM KOCTHBIM MO3T

coliepkuT > 25% num@oO61acToB MpU OTCYTCTBUH OAHOBPEMEHHOTO MOPAKECHHS

neHTpaibHoi HepBHOU cuctembl (LIHC) n/unu apyrux skcTpaMey isipHbIX O4aroB;

. KOMOWHHPOBAHHBIN KOCTHOMO3TOBOM PELUIUB JUATHOCTUPYETCS, €CIIU
KOCTHBIN MO3T cOAepKUT > 5% n1um¢po01acTOB U UMEETCSl HE MEHEEe OJIHOTO
skcTpamenysusipaoro ouara OJIJI;
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. [MHC penuauB quarHoCTUPYETCs, €CIU KIETKU ¢ Mopdoiorueit muM@oo1acToB
OTIPECIISAIOTCS B TMKBOPE MpH miieonnto3e > 5/ul anepusix kiietok. Ecou mukBop
KOHTaMHUHHUPOBAH KPOBbIO, MOCIIE 00CYKIEHUS C UCCIIEA0BATEIbCKUM IIEHTPOM,
PEKOMEHIYIOTCS ClIeAYIoIre Noaxoasl. Eciu 61acTsl IpUCYyTCTBYIOT B JIMKBOPE, HO
OTCYTCTBYIOT B niepudepudeckoit kpoBu, nuarHoctupyercsa [IHC peunaus. Eciu
PONOPIKH OJACTOB B JIMKBOPE 3KBUBAJIIEHTHBI MPONOPLUSIM OJACTOB B
nepupepruuecKol KpOBH U HET JOMOTHUTENBHBIX MOP(OIOTHUECKUX TPUZHAKOB, YTO
0J1aCThI MEPCUCTUPYIOT AAJIbLIE B JIMKBOPE, TUArHOCTUPYETCS KOHTaMUHauus. B
HESICHBIX CITydasiX pellleHue MPUHUMAaeTCA o cienytouieit cxeme. Ecinu 6nacTel
MIPUCYTCTBYIOT B JIMKBOPE, MALIMEHT MOJyYaeT HHTEHCUBHYIO HHTPATEKAJIbHYO
XUMHUOTEPAIHIO, AHATOTHYHYIO ¢ nanuentamu ¢ nopaxenueM [IHC, Ho He
YBEJIMYMBAETCS 032 KPAaHUAIBHOTO 00Iy4eHus. Eciin UMEIOTCS KITMHUYECKUE
npuzHaku nopaxenus LIHC, takue kak BuanMoe 0ecrokoicTBo, moaudarus, napaaind
YEpenHbIX HEPBOB IPX OTCYTCTBUH ILJIEOLMTO3a B JIMKBOpE, Hanuuue [ITHC penuansa
JOJKHO OBITh YTOUHEHO MU UCKJIFOUYEHO MPU TOMOIIM BCEX TOCTYITHBIX
nuarnoctruueckux Bo3mokHocter (KT ronosel, AMP). [1pu obnapysxenuu
MEHUHTeaThbHOU HH(PMIBTPAIINH, JOTKHA BRITIOTHATHCS OUOTICHS;

. TECTUKYJISIPHBIN PELIMANB JUATHOCTUPYETCS B CIy4ae OJJHO WU
JIBYXCTOPOHHETO 0€300J1€3HEHHOT0 YBEIUUECHHUS SIMUeK ¢ MHPUIbTpaLKe
JEeHKEMUYEeCKUMU KJIETKaMH, IIOJITBEPKICHHOM Onoricuet. B ciyuae, korna
KOHTpaarepaibHOE SMUYKO KIMHUYECKH HE U3MEHEHO, CYOKITMHUYECKOE TIOPAXKEHUE
JOJDKHO MCKJII0YATHCS TP MPOBECHUN OUOIICHU;

. PEUUINBBI IPYTUX JIOKAM3AIUN 00HAPYKUBAIOTCS COOTBETCTBYIOIIUMHU
METO/IaMH | JTOJDKHBI IOJTBEPKAaThCs Onoricueli (Tabmuma 1.).

Tadauna — 1. XapakTepucTKa peliiIUBOB 10 MeCTY BOSHHKHOBEHUS
https://diseases.medelement.com/disease

KOCTHBIA MO3T <5% oT 5% 1o 25% OiactoB > 25% 01acToB
0J1aCTOB
BHEKOCTHO | HET HET TpedyeT M30JIMPOBAHHBIN
MO3TOBOH peunanBa HaOJIFOJEeHUS KOCTHOMO3T'OBOU
peuunus — —
Ha H30JIMPOB KOMOMHHPOBAHHBIA KOCTHOMO3T'OBOM
AHHBIN
BHEKOCTHOM
03roBOI

Tabauna — 2. Pacnpenenenne peuuausos OJIJI y nereii mo BpeMeHH BO3HHUKHOBEHHS
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Tun penunusa

OTHOIIIEHHE K

OTHOIIEHHE K OKOHYAHHIO

UHUIUAIBHOM | IIOAIEPKUBAIOILEH TEPAIIuU
y IMarHo3y
[To3aHunit He nmeer bomnee 6 mec.
3HAYEHHs
Pauuuii bonee 18 mec. | Menee 6 mec.
Ovyenb Menee 18 mec. | Menee 6 mec.
paHHUU

NB! B penkux ciydasx, Korjga ¢ MOMEHTa OKOHYAHHUS MEPBUYHOW Tepanmuu (OOBIYHO KOHEI]
MOIJICPXKUBAIOIIEH Teparuu) Moo Oobiie 6 MECsIEB, a IEPBUYHO NUATrHO3 YCTAHOBJICH B
cpoku MeHee 18 MecsreB (rmocie MpeKparieHus JieueHus Wi nocie jgedeHus mias B-HXJI),

peUMAUB ONIPEAENAETCS KaK MO3IHUM.

Omnpenenenne rpynnel pucka:

Bpemsi Bo3HukHOBenus (Tabmmma 2) m mecto pemmamBa (Tabmuma 1), Takxke Kak
UMMYHO(EHOTHUIT OJIACTOB, SIBJIAIOTCS MapaMEeTpaMH, ONPEACISIOIMUMHI 3Ty CTPaTU(UKALUIO

(Tabmuma 3).

Tabnuua —3. Onpexpenenue crparernyeckor rpymnmnsl ot S1 1o S4

NmvmyHnodenotum non T Nmvmynodenorun (tipe) T
Mecto M30JIUPO | KOMOWHM | M30JHP | U30JUPOBA | KOMOMHUPO M30JIMPOBAHH
enuauBa BaHHbIA | POBaHHBI 0 HHBIA BaHHBIN BIN
BHEKOCT " BaHHBIM | BHEKOCTH | KOCTHOMO3 KOCTHOMO3TO
HBIN KOCTHOM | KOCTHO | BIH TroBOH BOU
Bpewms 0 3TOBOW | MO3TrOB
penuauBa on
OueHb S2 S4 S4 S2 S4 S4
paHHUU
Papnnii S2 S2 S3 S2 S4 S4
O3 THU I S1 S2 S2 S1 S4 S4
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e TepaneBTUYecKaa rpynna S1:8 TepanesBTMYecKyto rpynny S1 BxogAaT Bce 6onbHble €

MO34HMMU U30/IMPOBAHHBIMU BHEKOCTHOMO3rOBbIMU peLuanBamu;

e  TepaneBTUYecKaa rpynna S2: TepanesBTUYecKasa rpynna S2 BKAOYaeT MaLMeHToB C

OYeHb PAHHMMMU U PAHHUMWU M30/JIMPOBAHHBLIMW BHEKOCTHOMO3TOBbIMU peLuanBamMmu,
60/MbHBIX C  MNO34AHMMM  KOCTHOMO3rosbimM non T-O/I/1 1 naumeHtToB €

KOMOMHUPOBAHHbIMM PAaHHUMU UK No3gHUMK non T-OJ1/1;

e  TepaneBTMYecKaa rpynna S3: TepaneBTUYECKan rpynna S3 BKAOYAET BCeX NaLMeHTOB

C PaHHUM M30JIMPOBAHHbLIM KOCTHOMO3roBbiMm peumansom non T-OJ1J1;

1.1. TepanesTMyecKkas rpynna S4: 60nbHble C O4eHb PAHHUMKU KOMBUHUPOBAHHBIMMW UK
N30/IMPOBAHHbIMN KOCTHOMO3TOBbIMU PeLpnamBamm, TaKXKe Kak BCe NauMeHTbl C
KOCTHOMO3roBbIM peunansom T-OJ1/1 OTHOCATCA K TepaneBTUYECKOW rpynne

1.2. Omnpeaenenue, 3THOJIOT UL, IMUAEMHUOJIOTHS PeLIMIMBA OCTPOTO
JuM(}o0.1acTHOIO JIeiiko3a y 1eTeH

1.3.  Octperii muM(OOIACTHBI JEHKO3 — 3TO TPYIIa TeTePOTEeHHBIX 3JI0KAYECTBEHHBIX
HOBOOOPA30BaHMIM W3 KIETOK JHUMQPOUIHBIX MPEAIIECTBEHHUKOB (JUMGp0OIacThl),
MMEIOIIUX ONPENEIICHHBIE TCHETUYECKHE " UMMYHO(EHOTHITNYECKHE
XapaKTEPUCTUKU.

Peruaue OJIJI — 5TO BHOBH BO3HUKIIEE 3a00JIEBAaHHE MOCIE MEPBUYHON JHATHOCTHUKH,
JIeYEHUs U JOCTIKEeHUS pemuccuu [1, 2].
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1.1. Kiauanyeckasi kKapTHHA 3200/1€BAaHHS HJIN COCTOSIHUS (TPynnbI 3200/ 1eBAHUIH
HJIH COCTOSITHHUI)

1) lnarnocruyeckne kpurepuu [1]:

Kano6b1 1 anamHe3: Ha c1ab0oCTh, HEAOMOTAHHE, TOBBILICHNE TEMIIePaTy bl Tesa, OOIHB
KOCTSIX W/WIM CycTaBax, OJEeIHOCTb, KPOBOTOYMBOCTH CIM3UCTBIX MOJOCTU PTa, HOCA,
Apyrue BUIbI KPOBOTEYEHHil, yBeiaudeHue mnepudepudeckux muMEPaTHIeCKux Y3II0B,
yBEJIMYECHUE Pa3MepPOB KIUBOTA, OOIH B )KMBOTE, 3aTPy IHEHHOE HOCOBOE JBIXAHNE, OJIBIIIKY .
[Ipu Heliponeiiko3e — rojoBHBIE Ooyiu, pBOTa, cynoporu. Ilpm opxure — OmHO- WiIu
IBYXCTOPOHHEE yBeIUUEHUe Tu4eK, 0e300/1e3HeHHOe.

Kauanyeckass cumnromaruka pas3sépuytoil cramum OJIJI ckmampiBaeTcs w3 mstu
OCHOBHBIX CHHAPOMOB Pamuenko:

THITEePIIACTHYECKOTO;

reMOppParn4ecKoro;

AQHEMHYECKOTO;

MHTOKCHKALMOHHOTO;

e  uH(DEKIHOHHBIX OCIOKHEHHUI.

Yacteim cumntomom npu OJI siBisirorest occanruu u apTpanrun. I[puBHEKOCTHOMO3TOBBIX
peruaBax BO3MOXKHO OIyXOJIEBHIHOE 00pa3oBaHME JIFOOOM JTOKaTU3aIiH.

®u3nkajbHOE 00CIeI0BaAHHE:

Ocmorp OONBHOTO: OIEHKAa BBIPAKEHHOCTH aHEMHYECKOTO, TIe€MOpPParH4ecKoro,
TUIEPIUTACTHYECKOTO CHHAPOMOB, MH(EKINOHHOTO CTaTyca, HEBPOJIOTUYECKOrO CTaTyca.
JlabopaTopHble ncciae10BaHusA:

o OAK — B KpOoBHU THITIOpEreHepaToOpHas HOPMOXPOMHAsI aHEMHU S, TPOMOOLIMTOIICHHS,
yckoperne COD. B neiikorurapHoii popmysie aumdoruTos, 6aactel (61acTHbIE KIETKH
0o0Hapy KNBarOTCS He Bceraa). Mexay 01acTHBIMU KJIETKAMHU U 3PEIIbIMU TPaHyJIOLUTaAMU
HNOYTH HET NPOMEKYTOYHBIX (OpPM, UYTO OTpakaeT MNpPOBAI B KPOBETBOPEHHH —
JeNKeMUYECKOe 3USHHE.

HNHcTpymMeHTA/IbHBIE HCCIETOBAHHS:

e  V3U opraHoB OpIOIIHOI MOJOCTH U 3a0PIOIIMHHOTO MPOCTPAHCTBA — JJIsl OLICHKU
pa3MepoB MHPUIBTPUPOBAHHBIX TAPEHXMMATO3HBIX OPIaHOB M YBEIHYEHHE JTUM(OY3I0B
OPIOIIHOI OIOCTH, HAJTNYKUE CBOOOIHOMN *KUAKOCTH B OPIOIIHOMN MOJIOCTH;

e  V3U obnacreii yBenn4eHHBIX TUM(OY3I0B — 151 OLEHKH KOJINYECTBA, CTPYKTYPBI U
pa3MepoB TuMQOyY3II0B;

e  V3U sugex, MOLIOHKYU — JJIs1 OLIEHKH pa3Mepa, CTPYKTYPBI SHYEK, HATNYIHE KUIKOCTH
B MOIIIOHKE;

e  peHTreHorpadus TpyIHOH KIETKHM B 2-X HpOoeKuusax (yBeIHMueHUe CPerOoCTEeHu,
BBIIIOTHON IJIEBPUT, HUHQMIBTPATHl B JETKHX), W/WIA KOMIBIOTEPHAs TOMOrpadus
I'PyAHON KIIETKU;

e  penrtreHorpadus KOcTeil 1 CyCTaBOB — Uil OOHAPYKEHHsI XapaKTePHBIX N3MEHEHUil
B TPyOYaThIX KOCTSAX, BO3JI€ KPYITHBIX CYCTaBOB;

e KT OpromHo# monocTu — sl OLEHKU pa3sMepa, CTPYKTYPbl HH(DUIBTPUPOBAHHBIX
MApeHXMMATO3HBIX OPraHOB, yBeJIWYeHHEe JTUMQOY3I0B OPIOLIHOI IMOJIOCTH, HAIUYHE
00pa3oBaHuUii U CBOOOIHOM KUAKOCTH B OPIOIIHON MTOJIOCTH.
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1) Auarnocruyeckuii aaropurm:

bnepHoCTb, yxyglweHue NccneposaHune
CaMo4yBCTBUSA, 6oneBol obuiero
CUHAPOM, KpoBOTeuyeHue, aHa/n3a KpoBm

NOBbIWEHNE TEMMNEPATYPDI

PBoTa, cygoporu, oxunpeHue,
HapyLeHWe 3peHunsa, cnyxa,
3K30¢TaNbM

KoHcynbTauma
OAHO- N ABYXCTOPOHHEE [EeTCKOro
6e360/1e3HEHHOE yBenYeHne OHKONOra/rema
ANYEK Y MaNbuMKOB Tonora R

QUHOIRYLO QOHHRIOdNEUIBUTIOND g KI/IH’BSI/II_['BLI/IHOOJ‘

OnyxonesuaHoe obpasoBaHue
Nto601i NoKanM3aunm

2) TuddepennnanbHblii JMArHO3 U 000CHOBAHHE AOTOJIHUTEILHBIX Hecaea0Banmii [1,2]:



J/luaruos O0ocHOBaHMe 1JIA O0caenoBanus Kpurepun nckiI04eHns IMarH03a

nu¢pPepeHINAIBH  OH

MMATHOCTUKU
Ocio:kHeHHn  eAHeMHYeCKHii, HccaenoBanue b1acTHass MeTamja3usi B KOCTHOM
MOAEPKUBA  FeMOPPAru4ecKuiu MHEJI0rpaMMbI Mo3re npu peauause OJ1JI

oL eid CHHPOMBbI, CHMIITOMbI

XMMHOTEpPAaN HUUHTOKCHKALUH,
— HH(}eKIHOHHDbIE
LUTONECHHYE  |0CJIO0KHEHHS

CKUIl CHHAPOM

Muesoaucn INmnepnaacrtuvyeckuii, MccienoBanue Ipu peunauBe oJI
VIACTHYECKHMI  [aHEeMHYeCKUid, MHEJI0rpaMMbI TpaHchoOpMalUA KOCTHOIO MO3ra Ha
CHHAPOM reMopparu4ecKkui [125% oaactapiMu KJaeTkamu. Ilpwn
BTOPUYHBIN CHHAPOMBbI, CHMIITOMBbI MIC nucmiiasusi  poCTKOB
HHTOKCUKALUA KPOBETBOPECHUS],  KJETOYHBIH

KOCTHBII M0O3r Nnpu OUMTONICHUHA

B nepudgepuyecKkoM aHaJIHM3e

KpOBH, 0j1acThl [ 125%

Nudpexunon PBoTa,cynopormu, HUccaenoBanue IIpu OJIJI BhIpaKeHHbI HUTO3
HbIii MEHHMHTHT [[10J10KHTeJIbHbIE VIMKBOPOTPaMMbI B JIMKBOpe, HaJu4yHe O0JIaCTHBIX
MEeHHHIeaJbHbIe KJIETOK B JINKBOpe.
3HAKH, NMOBbIIICHUE) Ilpy WHPEKUMOHHOM MEHUHTHTE
TeMIIEPATypPbl YMepPeHHbI  LHUTO3, MJIEOHHUTO3,

0JIACTHLIX KJIETOK HET

KT wm MPT [[Ipu OJIJI  paxe  npm

rOJIOBHOTO MO3Tra [ HEBBIPA:KEHHOM IIUTO3€ B JUKBOPE
BO3MOKHA omyxoJieBasi
HHPUIbTPaAUKUS BellecTBA

I'0JIOBHOI'O MO3ra
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TpaBmaTrnue |YBenudeHue asudek  [buoncus suyex baacTHass HHQUIbTPALMA AUYEK
CKUI WIH npu peauause OJIJI
UH(pEeKINOHH

bl OPXUT

TaxTuka jJedenus: _National Institutes of Health (NIH) (.gov)
https://www.ncbi.nlm.nih.gov > ...

° MMOCHHJIPOMHAsSI TEPAIus C IEeNIbI0 00ecTieueH s TPaHCIOPTAOeTbHOCTH MAIIMCHTA B
CHenualIn3upoBaHHOE TPODUIBLHOE OT/ICTICHHE.

HemMmeaunkaMeHTO3HOE JIeUeHHE:

. mueta: Nell, Nolb NeSIT (¢ uckimtoueHreM OCTPBIX, JKUPHBIX, KapEHBIX OJI0J, B TOXKE
BpeMsi, oOoraiieHHas OeITKOM);

o pesxxum: 11, 1T (o TskecTH COCTOSHUS AIMEeHTA).

MeaukaMeHTO3HOeE JIeUeHHe:

Tepamnuss Ha IOTOCHUTAIBLHOM JTale 3aBUCUT OT HAJIWYMSI TOTO/MHOTO CHHApPOMA, MMEIOIIETO
MECTO Y KOHKPETHOTI'O MalUeHTA.

° QHEeMUYECKUA  CHUHAPOM  TpeOyeT  3aMECTHUTEIBHOM  Tepanmuu  OJHOTPYIITHOMN
Jeiko(uIbTpoBaHHON Dp.B3BeChIo MpH cHIbKeHnn HB Hinke 80r/m;

° reMOpparuueckuii CUHAPOM — OCTAaHOBUTH KpPOBOTEUEHHE, 3aMECTUTENbHAsl TEpanus
OJITHOTPYTITHBIM NeHKO(PUIBTPOBAHHBIM,

BUPYCHHAKTUBUPOBAHHBIMTpOMOOKOHIIEHTpaTOM. [1pu nedunmre miasmMeHHbIX (akTOpOB
ceepteiBanus u JIBCcunapome tpancdysus C3I1;

° HaIMYMEe  MH(EKIMOHHBIX  OCIOKHEHHUH  —  aJeKBaTHas  aHTUOAKTepHalbHas,
IPOTUBOIPUOKOBask TEPAIIHSL.
Ilepedyenb JieKapCTBEHHBIX CpeACTB: cMoTpere NyHKT 12, mnoanyHkt 5 «llepedens
JIONIOJIHUTEIIBHBIX JIEKAPCTBEHHBIX CPEACTBY.
AJITOPUTM JelCTBUH NPH HEOTJIOKHBIX cuTyanusix cornacHo UBB/IB [19].

Jlpyrue BUabI JieYeHUs : HET.

3) IloxasaHus JJIsi KOHCYJILTAUM CIIEUATHCTOB:
® KOHCYJIbTAallh OHKOJIOTAa — MMPHU HAJIMYHUKU BHCKOCTHOMO3I'OBBIX O4YaroB MOPAXKCHU A,

° KOHCYJIbTAllMsl HEBPOINATOJIOra — TMPU BO3HUKHOBEHWU TOJIOBHBIX OOJiel, pPBOTHI
MHOTOKpPaTHOM,  HapyIIeHHS  MO3TOBOIO  KpPOBOOOpALIeHHS IO  HMIIEMHYECKOMY
(remMopparuyeckoMy) THUIy, OpraHudeckas sHIedanonaTs, IpeacyI0pOKHbIHN,CyI0POKHBIH
CUH/IPOM;

° KOHCYJIbTallUsl HepoXupypra — npu KJIMHUKE HApyIIEHUsS MO3rOBOIOKPOBOOOpAIICHHUS;

[ KOHCy.HBTaL[I/ISI OTOJIapI/IHI‘OJIOFa — HpI/I MAaCCHUBHOM HOCOBOM KpOBOTC‘-IeHI/II/I (,[[JBI
MIPOBEICHHUS TepeIHEN WITH 3aJHEH TaMITOHA bl HOCA),

] KOHCYyJbTaIus Hedposiora — mpu Heponatusx, pazsutuu OIIT;

o KOHCYJbTalusa APYTHUX Y3KUX CIICHUATIUCTOB — I10 ITOKA3aHUAM.

4) TIpopmiakTHyecKHe MePONPHUATHSN: HAIPABICHB Ha NPOQUIAKTHKY CENTHYECKOTO
II0Ka, FeMOPParun4eckux OCJI0KHEHHH, aHEMUYECKOT'0 II0Ka.
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5) MoOHHTOPHHI COCTOSHUS MALMEHTA:

° KOHTPOJIb OCHOBHBIX BHUTQJIBHBIX (PYHKITUH — A/Jl, nynsc, yactora
JIbIXaHUSI,CTETICHU CO3HAHUS;

° KOHTPOJIb TTOKa3aTesiell TeMOrpaMMBbl — SPUTPOIUTOB, TEMOTJIOONHA, JICHKOLUTOB,
TPOMOOIIUTOB;

° KOHTPOJIb OMOXUMHUYECKHX IOKa3arejle KpOBU: KPEaTWHHWH, MOYCBHHA, MOYEBas
KHUCIIOTA, KAJIHiA, HAaTpUi, OEJIOK.

6) Muaukaropbl 3pPEKTHBHOCTH JICUEHHSI

° SICHOE CO3HAaHNE;

° cTaOWIIbHAS TeMOANHAMUKA,;

° OTCYTCTBHE KPOBOTEUEHUS,;

° cTabunbHble Mokasaremy remorpammsl (HB [180r/x1, TpomGomuTs! [1301110%/1);
° COXpaHHBIN IHype3.

INOKA3AHUA JJsA TOCHUTAIMZAIOMUN C YKA3ZAHUEM TUIIA
TI'OCIIUTAJIM3AIINM: Children's Hospital of Philadelphia https:/www.chop.edu» rela...

1.1. Tloxa3zaHus AJ1s JIAHOBO# rOCIUTATU3AIUN:

i IIOBTOPHAs FOCIIUTAIN3ALUS HA OUYEPENHON KypC XUMHOTEPAIIUH.

1.2. TMoxa3zanus nas IKCTPEHHOH rOCIUTAJIU3ANMH:

. BIIEPBBIC BBISIBJICHHBIN PEIUIUB OCTPOTO JTMM(GOOIACTHOTO JICHK03a;

. CENTHYCCKHE U TeMOpparuyeckue OCJIOKHCHUS y Jgered ¢

YCTaHOBJICHHBIMIHATHO30M PEIUINBA OCTPOTo JUM(POOIIaCTHOTO JIEHKO3a.
2. JUATHOCTHUKA M JIEYEHHUE HA STAINIE CKOPOM HEOTJIOXKHOH
MOMOIIIU:

1) Muarnocruueckue MmeponpusiTusi: cO0p *kanob u anamHesa 3a601eBanus, PU3MKAIBHOE
o0cneoBaHue, CMOTPETh MyHKT 9, MOAMYHKT 1.

2) MeauKaMeHTO3HOE JeYeHHe:
. CHUMIITOMATHYECKAs TEPATIAS

3. JUATHOCTUKA U JIEYEHUE HA CTAHIUOHAPHOM YPOBHE
1) duarnocruueckue kpurepuu: https://www.google.com/search

2)  Kano0bl M aHAMHE3: CMOTPETE MYHKT 9, MOAMYHKT 1.
Du3uKkajabHOE 00C/IeJ0BAHNE: CMOTPETE MMYHKT 9, MOANYHKT 1.

JlabopaTopHble HCC/IeJOBAHUS:
OAK + neitkoopmyiia pydHBIM METOJIOM;
IIyHKIMs KOCTHOr0 MO3ra C UCCIE0BAHUEM MHUEJIOIPAMMBI U €0 KJIETOYHOCTH:

. IUTOJIOTUYECKOE HCCIICIOBAaHNE MHUEIOTPaMMBI — TuMep (HOPMO/Malio) KIETOYHBIH
KOCTHBIA MO3T, C CY’)KEHHBIMH POCTKaMH HOPMaJbHOTO KPOBETBOPEHHS U WHUIbTpaLuei
OJIaCTHBIMU KJIETKaMU — OT 25% 10 TOTAJIBHOTO 3aMENIeHUsI KOCTHOT'O MO3Ta omyXoubo. [Ipu
HAJIMYUU BHEKOCTHOMO3TOBBIX OYaroB YyBeJIWYeHHE KoiuuecTBa OmactoB Oonee 5%
paclLeHUBaETCs KaK KOCTHO-MO3Tr0BOM peuuus [1-4];
[Ipu ycranoBnenun pguarnoza peruauB OJIJI ¢ momomipto  MOPHOIUTOXUMHYECKOTO
UCCIJIeIOBaHMsI 00pasel] KOCTHOTO MO3ra HCCleayeTcs Ha:
. nMmyHopeHotunupoBanue (1 mpoOupka: 1 mim k/M — 00s3aTebHO) — TPOBOJIUTCS
METOJIOM MPOTOYHON mHHUTOMETpUU. HeoOXoammo aisi AUAarHOCTUKH PA3IMYHBIX BapHUaHTOB
OJUJI, mnonarBepxkaenus pemuauBa OJIJI. Bo3moxkna  Tpanchopmamuss B JIpyrou
uMMyHosoruaeckuii Bapuant OJI;

18



. aHTHreHsl, cnenuduunsie s B-nmumdpodnactoB — CD10+, CD19+, CD79a+,cCD22+,
sCD22+, CD24+, PAX+, TdT+, Bo3moxHa 3kctipeccust CD34+, CD20+;

. AHTUI'CHEI, crienuuaHbIC s T-mamdobmacto -
CDla+, CD2+, CD3+,CD4+,CD5+, CD7+, CD8&+, CD34+ [2].

o [IUTOTCHETHYECKOE UCCleI0BaHne MeTada3 B JCHKEeMHYECKUX KIeTKaxX (2 mpoOMpKHUIIO
1,5 M1 K/M — xKenaTenbHO) — HE0OXO0IUMO JIJIsl BBEISIBJICHHSI CITy9aliHBIX TpaHCIoKanuid.Oco0eHHO
sHaunMbiMu Tipu OJUJT siBnsiroTcst Tpancmokanuu t(9;22), t(4;11), t(12;22);

o MOJIEKYJISIPHBIN aHamu3 MeTo1oM QuiroopectieHTHO# MeTkH in situ (FISH) (1 mpobupka: 2
M kK/M + 1 M1 muTpara — ob6s3aTenpHO) Ha Hanmune BCR/ABL, MLL-gen, TEL-AML1 [5].
MouiekyJIsIpHO-TeHeTHYeCKOe HCC/IeI0BaHne
[Ipn octpoM  JUM(poOIACTHOM Jeiiko3e  BO3MOXKHO oOHapyxeHue
CIIETYFOIINX,XapaKTEPHBIX TEHETUICCKIX HAPYIIICHHIA:
*  runepmiouaus — 5 — 65 XpoMocom 6€3 CTPYKTYPHBIX aHOMAJIHIA;
*  TUNOIIONAUS — MeHee 46 XpoMOoCcoM;
* tpancnokanus t(9;22) (q34;q11.2) — ren BCR/ABLI;

* TtpaHcinokauus t(v;11q23) — peapanxkupoBka rena MLL;
o tpancnokanus t(12;22) (p13;q22) —ren TEL-AMLI1;

*  tpancnokanwms t(1;19) (q23;p13.3)-ren E2A-PBX1;

*  Ttpancnokauus t(5;14) (q31;q32) —ren IL3-IGH [1].
MoJuekyasipablii  ananu3 Ha  Mwuaumaabnyw  Pesuayaabnyro  Boaesns  (MPD)
https://cyberleninka.ru/article/n/prognosticheskoe-znachenie-minimalnoy-ostatochnoy-
bolezni (1 mpoGupka: 2 mia k/M + | MI nuTpara — KenaTelbHO) — HaIUYHUE OCTATOYHBIX
JEUKEMHUYECKUX KIIETOK y manueHta B pemuccuu. TexHuka BoisiBiieHHss MPDB 3akimovaercs B
ONpEACIECHUN KJIETOK C aHOMAaJMsAMH KapHOTHIAa C IOMOLIbI0 IUTOTEHETHMUECKUX METOO0B
(MoxHO OOHapyxuTh 1 aHomanbHyIO KiIeTKy Ha 100 HOpmanbnbiX), win IILP (mo3Bomsier
o6Hapyxuth 1 Ha 10° HOpMambHBIX KjI€TOK). OueHb YyBCTBUTEIBHBIM METOIOM SBIAETCS
OPOTOYHAs HUTOMIIOOPUMETPUS, TO3BOJIAIONMIAS OOHAPYXUTh KJIETKH C aHOMAJbHBIM
ummyHodenoturiom. Ompenenenue BbICOKOT0 ypoBHS MPB mocne MHIYKIIMM PEMUCCHM WU
nepen NoAACPKUBAIOIIEH Teparueil KOPPEIUPYET € INIOXUM MTPOTHO30M [6].
LnToxumMuyeckue MCCIEIOBaHUA OJNACTHBIX KJIETOK — JUISL BBISBICHHS CHEIM(PUUECKUX IS
pasimuuHbIx OmactoB epmentoB. IIpu OJUI onpenensercs nonoxutenbhas HINK- peakius Ha
[JIMKOTEH, OTPUIIAaTEeNIbHAS PeaKIisl Ha TUIU/bI, IepOKCHIa3y, XjaopaneTar screpasy (Tabmuua 4.).
Taoauna 4. Huroxumudyeckue kpurepuun OJ1J1

Muenonepokcunasza (MII) OTpHUIIaTEIIbHAS
CynaH 4epHbIN (JIUIMH]IbI) OTpHULATEIIbHAS

PAS peakius (peakius Ha TTIMKO3aMUHOTIIUKAHBI C PEAKTHBOM MOJIOKUTETbHAS,
[udda) KpyIHOTpaHyJIIpHas
a-HaTHIIICTEpas3a OTpUIaTENbHAS
Xnoparneraracrepasa OTpUIATEeNIbHAS

HccaenoBanue JMKBOpa — mepBas JIOMOaNbHAs MyHKIMS MEpe]] Ha4ajJoM IUTOPEAYKTUBHOU
npodas3sl MPOBOAUTHCS MOJA OOIIMM HAapKO30M C ILIENBI0 CHIKEHHUS pHUCKa TPAaBMAaTUYHOCTH U
MEXaHMUYECKOro 3aHoca OylacTHBIX KieTok nepudepudeckoit kpou B LIHC. Ilpu mpoBenenun
JIOMOAIbHOM  NYHKIMM  OLIGHWBAETCA CTENEHb  JIaBJICHHsS CIMHOMO3TOBOM  KHUAKOCTH,
NpO3pavyHOCTh M IBET JHUKBOpa. [IpoBomuTcs OHMOXMMHYECKOE HCCIEIOBaHUE JIMKBOpAa Ha
KoJIMuecTBa Oefka, caxapa M xyopuaoB.Mopdonoruueckoe MccieoBaHUE JUKBOPA BKIIIOYAET
OLIEHKY KJIETOYHOCTH JIMKBOpPA (B HOPME JIMKBOP KJIETOK HE COJEPIKUT), ONPECIICHUE BCEX TUIIOB
uMeromuxcs kietok. [Ipu nmomgo3pennn Ha nopaxenue [[THC oOs3aTebHBIM yCIOBUEM SBIISIETCS
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NPUTOTOBIICHHUE IIUTONpENnapaTa Ha nutoueHTpudyre [7,8].
Kpurepuu neiponeitkemun (umu [IHC penmausa) mpuBeeHbI B MyHKTE 9.

HNHCcTpyMeHTAIbHBIE HCCIIEIOBAHMS:

VY3U opraHoB OpIOIIHOI MOJOCTH U 3a0PIOIIMHHOTO MPOCTPAHCTB — MO3BOJISICTBBISIBUTD

OpraHOMETaliuio, HaJU4Hhe OIMYXOJIEBUJHOTO 0Opa3oBaHMs, YBEIWYEHHE BHYTPUOPIOIIHBIX
TUM(OY3II0B, CTPYKTYPHBIE H3MEHEHHSI B OpraHax, HaIu4ie CBOOOTHON KUIKOCTH;

o V3U audex — npu NO03pEHUU HAa OPXHT;

° peHTreHorpadus rpyIHON KJIETKH B 2-X MPOEKUUAX (TpsAMON U mpaBoil OOKOBOIT) —

MO3BOJISIET BBISIBUTH TYMOP CPEAOCTEHUS U/UJIM BOCHIAIUTEIbHBIE U3MEHEHUS B OpTaHax IpyIHOM

KIIETKU,

° KT — no3BojsieT BBISIBUTH OPraHOMETANIUIO, HAJIMYUE OIyXOJIEBUIHOIO OOpa3oBaHMA,
yBEJIMYEHUE BHYTPUOPIOUIHBIX TUM(OY3TI0B, CTPYKTYPHBIC H3MEHEHHS B OpraHax;

o MPT — npu mojo3peHHH Ha HaJU4He MaTOJOTHYECKOro OO0pa3oBaHWsS B OpraHax U B
IIOJIOCTAX

3) Juarnocruyeckmii

AJITOPUTM:

https://ashpublications.org/blood/article

T'oCOETANE3AONA B COCOHATHIEPOEAHHOE 0BKOTEMATOIOIAYECKOE 0TI TeHTE

———

H“‘“—-:_-_-_'_'_'_'_'—'—-—-—-—._._.
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' IHccnezoeaEne | / IuromaorsEgeckoe, \\ JHMiaIEHAR HucTpyMenTate
OAK ¢ pyusBIM HETOXHMEYECKOE, MYHRLIHA, HEIE METOIBI
MOICHETAM HMMYHO D EHOTHIHYEC JEEEIRACRAMMA HCCIEI0EAHHA
JEAEND oA IR K0g. y
H TPOMBOUHTOB UETOrEHETHYECKOE H 1
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b g 7 \ J
kL J I/f -\\1 -..\I
'/F | T— _H\H f/'-ﬁ'rHETEHHepucTHun IlaTos. HaaH4HE Hanwume
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b GJ3CTHAA METAMIAIEA JTHKEOPE, EHPEIETPAUEE
fGes GaacTeMuEi =15%, IKcOpeccHA HATHYUHE E AHYKAX HIH
. : OMmpeleTeHHEIL crenHpHYECKOE JPVIHEX
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4) TlepeueHb OCHOBHBIX IHATHOCTHYECKHX MeponpusTuii (Tabauua 4.):
Taoauna 4: O0s13aTesbHast IMATHOCTUKA JIJI1 OMOJIOTMYECKOH XapaKTePUCTUKH

peunauBa OJLJI:

[{uToMopdonorus
(M3 HATUBHOTO MaTepuana 6e3 100aBoK (Hampumep,
D/ITA))

®  KOCTHBIM MO3T:
MHEJIOrpaMMa;

* nepudepruyeckasi KpoBb:

— 00Iuit aHAIM3 KPOBH;
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muddepennmaabHas
reMorpaMma.

e CMX:

KOJIMYECTBO KJIETOK (CueTHas
Kamepa);

— nuroueHtpudyra.

MPDb

® KOCTHBIM MO3T:

uaeHTuukanus nogxoaamux mumeneii ITIIP-MO3
Pesynbraremccinenosannii MRD metonamu

KOJIMYECTBEHHOMN [IIIP  coOpatHoit
TPAHCKPUIILIMEN  HMMHOIOLIBETHOU
MPOTOYHOMIIUTOMETPHUH
Oy Iy THCIIOJIb30BaHbI TUTST
KOHTPOJBSID(PGHEKTUBHOCTH  MPOBOJUMOUTEpANHH, a
TaKXKe MOTYTOKa3aThCs MOJIC3HBIMU
JUISIpaHHETO MIPOrHO3UPOBAHUS

[Pa3BUTUS PELIMIUBA.

[IpoTouHas uuTOMETpHUSs

KOCTHBIM MO3T (W/MiH niepudepruecKkast KpoBb):

— HNmmyHOo(deHnoTunupoBaHue;
— wunaekc JIHK.

MoutekyiispHast FCHETUKA

* KOCTHBIN MO3T (W/Hin
nepugepuyeckast KpoBb):

RT-PCR w/unu FISH nnsBpIOpaHHBIX CIUTHIX TEHOB
(BCR/ABL, MLL/AF4,TEL/AMLI)

[{utoreHeTnka * KOCTHBIN MO3T (W/HUN
nepudepudecKas KpoBb):

G-O9HAMHT ¢ BBICOKUM pa3pelieHNeM ISl YUCICHHBIX U
CTPYKTYPHBIX abepparuid

JInuxkBoporpamMma * JIMKBOD;
IIUTOJIOTUYECKOE " OMOXMMUYECKOE
UCCIIEIOBaHHE JIUKBOPA, npu HE00X0IMMOCTH
0aKTEepPHOIOrHYECKOe UBUPYCOJIOTHYECKOE

HMCCIICOAOBAHUC JINKBOPA

buoxumuueckuii aHalnu3 KpoBU

* 0o0muii 0eJoK;
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* (QenkoBbIe (PpaKIuu;
* MOYEBHHA;

* KpeaTHHWH,

¢ MOYECBas KUCJIOTA;

® DJIEKTPOJIUTHI,

* JIeKCTpO3a;

* UMMYHOIJIOOYJIMHBI;
* OunupyOuH;
tpancamunassl (AJIT, ACT,
JIATD);

* amwuiasa;

* CPb;

e JIATI.

KpoBb

* omnpejeseHue TPyIIbl KPOBU U
Pe3yc-npruHaieKHOCTH

Bupyconoruueckue nuccienoBaHus

* mnepudepuyecKas KpoBb;

* NDA u npu HEOOXOTUMOCTH
[IIIP wuccnemoBaHus MapKepoOB
BUPYCHbIX  rematutoB  B,C,
IMB

OmnpepeneHne rpynIbl KPOBH € OMPEICIICHUEM
(dbenoTumna

* nepudepuyeckas KpOBb;

* omnpejeNieHHe TPYIIBI KPOBU
no ABO u Rh npunannexHsoctu,
onpeneneHue GeHoTUna

BaKTepI/IOHOFI/I‘-IGCKI/IC HuccjacaoBaHusd

* nepudepudeckasi KpoBb,
Moua, eKaTiu, Ma3Ku U3
3eBa,HOCa, I1a3;

* 0aKTepUOJIOTUYECKUE

HCCJIETOBAHUS Ha

(b10py,MUKOJIOTHYECKHE

WCCJICI0BaHMSIHA TPUOBI

HHCcTpyMeHTalIbHbIE UCCIIEJOBAHMUS

* peHTreHorpadus opraHoB
FPYIHOM KJIETKH;

* DKIT;

*  V3U OpronHo# MOJIOCTH;

¢ KT romoBsl mis

UCKIIFOYCHUSHENPOJICHKEMUU

IlepeyeHb 10NOJHUTENBHBIX TMATHOCTHYECKMX MEPONIPUATHIA:

o KoaryyiorpaMma  (MccieloBaHne  ypoBHS  (uOpuHOTEHA,

MPOTPOMOWHOBBIA ~ WHJCKC,

IpOTPOMOMHOBOE BpeMsi, TPOMOMHOBOE BpeMsi, aKTUBUPOBAHHOE YACTUYHOE TPOMOOIIIIACTUHOBOE BPEM,
NPOMYKTHl  Jerpaganuyd  (GUOpUHONM3a,  PaCTBOPUMBIA  (UOPHUH-MOHOMEPHBIM  KOMIUICKC,

MEXAYHapOAHBIA HOPMAIM30BAaHHBIN UHACKC, J[- TuMephl);
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6HOXHMH‘IGCKHﬁ aHaJIn3 KpPOBU — IJId OLCHKU MOBLIINICHUA YPOBHS MOYCBHUHBI, KPCATUHHHA,
Mo4eBoOM KUCIOTHI, JIJII" mpu modeuHo# HeTOCTATOYHOCTH (OCTPBIN JIM3UC OITYXOJIH ), TUTIOTPOTEHHEMUS,
HapyIIECHUE 3IEKTPOJUTHBIX MMOKa3aTeNeH;

OAM - oTHOcuTeNbHasi IIOTHOCTh, pH, Hamuuue NPOTEMHYpPUU, TEMATypUHU, HUCCIETOBAHHE
MOYEBOTO OCAJIKa;

HUDA na renatutsl A, B, C, /1, G;

[II1P Ha renaTuThl;

HN®A Ha nuToMeraioBupyc, BUPyChl IpOCTOIO TepIieca;

[IIIP Ha nuTOMerajsoBupyc, BUPYCHI IPOCTOrO repreca;

npo0a Ha raJlakTOMaHHaH;

uccienoBanue kposu Ha BUY;

UCCIIeIOBAaHNE KPOBH, IPYTHX Cpell Ha CTEPUIIHOCTD, TPUOBL;
0aKTEepHOJIOrMYECKHI TOCEB U3 3€Ba HA CTEPUIIBHOCTb, TPHOBI;

HLA-tunupoBanue KpOBU  MAaIlMEHTA U ero  Ommkalmmx

(cuOMHTOB U poaUTENeH);

KONPOJIOTHS, UCCIEA0BAHNE Kajla Ha SIMLA MIIMCTOB U IMTPOCTEUILINX
HcCce0BaHUE YPOBHS acliaparuHasbl B CBIBOPOTKE KPOBU
HCCIe0BaHUE KPOBH HA MPOKAIBIUTOHUH;

OKT;

peHTreHorpadus rpyIHON KJIETKU B IBYX MPOEKIUAX;

V3U;

peosnuedanorpadus;

aneKTpo3HIedanorpadus;

OXO-3H1edanorpadus;

HelipocoHorpadus;

KT OpromHoii nojaocTH;

peHTreHorpadus KOCTel U CyCTaBOB;

VY3U obnacTeit yBenmnueHHBIX TUM(OY3IIOB, SIMYEK, OPraHOB MaJIOro Ta3a;

POACTBCHHHUKOB

KOHCYJIbTalusia O(l)TaJ'IBMOJ'IOFa — IIa3HOC€ JTHO, JUCKHU 3PUTCIIBHBIX HEPBOB,IICPEAHUC
KaMCPHI I'J1a3;

KOHCYJIbTAIlUsl HEBPOMATOJIOra — HEBPOJOTHYECKHUI cTaTyc, pedeKchl, YPOBEHbCO3HAHMUS,
M3MEHEHUS CO CTOPOHBI YEPETTHO-MO3TOBBIX HEPBOB.

5) Takruka jJedeHus 3aKII0YaETCA B IPOrPAMMHOM TOJUXMMHOTEPAIINK B COYETAHUH CIIyI€BON Tepanuen
Y BO3MOJKHOH TpaHCHJIaHTaLIHeﬁ TEMOITIOOTHYCCKUX CTBOJIOBBIX KJIICTOK.
HemennkaMmeHTO3HOE JIeUeHHe:

PesxkxuM HanpaBJieH HA CHUKEHHE PUCKOB MH(EKIIMOHHBIX 0CJI0KHEHM I :

] M30JIMpOBaHHbIC (OOKCUPOBAHHBIC) MAJIATHI;

o JIAMUHApHBIN IIOTOK BO3/1yXa;

] JUYHAs TUTHEHA W TIpaBuiIbHas oOpaboTka pyk [14];

° [P arpa”yJIOUUTO3€ TyalleT IOJIOCTH PTa MOPOJOHOBBIMU IIETKAMH, IIOJIOCKAHUS
AHTHCENITHKAMH;
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L4 U304 A I/IH(beKL[I/IOHHBIX OOJILHBIX B IAJIATHI C OTpULATCIIbHBIM NAaBJICHUCM;

o obecrieueHre BEHO3HOTO JOCTYIa — YCTAHOBKA IIEHTPAJILHOTO BEHO3HOTO KaTeTepa CMEHAa KaTteTepa
10 JIECKE 3aIlperiaeTcs.
Juera: Ctom Nell, ctom Nelb, crom NeSII, ¢ uckimroueHHEM OCTPBIX, KUPHBIX, )KAPEHBIX OJIFOM, B TO K€
BpeMs1, o0oraiieHHas OeTKOM.

° HU3KO OakTepuanbHas MHIIA;

®  YCHWIEHHOE NMUTAHUE — BBICOKOKAIOPUIHAS HeTa C IOJyTOPHBIM MO0 CPAaBHEHHUIO C BO3PACTHBIMHU
HOPMaMH KOJIMYECTBOM O€JKOB, BUTAMMHU3MPOBaHHas, Oorartas MUHEpPAIbHBIMU BELIECTBAMH; IMPH
Ha3HAYCHUH TIIOKOKOPTHKOUIOB PAIlOH 000TAINAIOT IPOIYKTaMH, COJACP)KAIMMHI MHOTO COJICH Kasus
u kanpuus. [Ipu arpanysnonuTose abakrepuaibHas (00s13aTeTbHO TEPMUUECKH 00paboTaHHAs) HIIA;

° JUTSL TETeH ¢ pa3TuIHBIMH HAPYIICHUSIMU MMUTAHUS BKIIOYEHHE B MUTAHUE PA3IMYHBIX JICYCOHBIX
cMecel.

L B Cllydyae HEBO3MOXKHOCTH MUTaHHUS Yepe3 HOC KOPMIIEHHE uepe3 Ha30racTpajbHBIA 30HI,
racTpoCTOMY MJIM €IOHOCTOMY

MenukamenTo3Hoe jgedenue: https:/ www.ncbi.nlm.nih.gov/pmec/articles.
Jledenue permuanba OJIJI ocymecTBisieTcss KoMOUHANIMEH IMTOCTATUYECKUX TPENapaToB, BBOJAUMBIX Yepe3
poT, B/B, B/M M UHTpPATEKaJbHO MPHU COOIIOAEHUH J03bl, JUIUTEIbHOCTUN BPEMEHHU BBEACHHUS COTJIACHO
BBIOPAaHHOMY TEpaneBTUUECKOMY MpoTokody. [l mpoBeneHust 3PpGEeKTHBHOTO JIeYEHUS HEOO0XOoauMa
COIPOBOJUTENbHAS U 3aMeCTUTENbHasATepanys [8, 9].
Pe3ynbTar nedeHus B 3HAYUTENBHOM CTENEHU 3aBUCUT OT BPEMEHHM BO3HHMKHOBEHHS PElMIMBA, BapUaHTa
peunauBa OJII (cm. Pazgen VIII — crpatudukamus mo rpynmam) [10].
HeoOxoaumo, Mo BO3MOXKHOCTH, IPUIEPKUBATHCS PEKOMEH A1l 0 BpeMeHHbIM nTapaMeTpaM. HTepBan
mexay Onokamu F1, F2, u nepseim R 6imokom (R2 u R1) u npotokoniom II-IDA coOTBETCTBEHHO, MOXKET
YAJTUHATHCS TOJBKO 10 KIMHUYECKUM IPUYUHAM U ITPU COOJII0IeHNHU TpeOOBaHHM M0 HA3HAUYEHUIO TEPaIHH.
[NocnenoBarenbHOCTh R 6710K0B M3MeHEHa BO Beex TeparneBTHueckux rpynmnax [4]. [Tocne Toro, kak
6onpHOM ¢ permauBoM OJIJI 3aperncTpupoBaH M MOJYYEHO COTJIACHETIAIIMEHTA u
oumanbHBIX OIEKYHOB Ha  Teparnuio, HE00X0IMMO IIPOBECTH
PaHAOMU3ALMIO TI0 TEPANEeBTHUYECKUM BETBSIM C HCIIOJIB30BAaHHEM JieUeHHs 1Mo OsiokaM(BeTBb B) miu
no npotokoiay [I-IDA (BetBp A). B Toxe Bpems, oopmIsieTcs 3anpocais TPAaHCIUTAHTAIMH IO
VHAUBUAYATbHBIM IPU3HAKAM.
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PaHIOMU3ALINSA; IOKAIBHOE

o0yueHue;

[IXT12 — nognepxuBaromiast xumuorepanus 12
MECALEB;s - cTpaTu(uKanus;

TCK — TpaHCIIaHTa1Ms CTBOJIOBBIX KJIETOK;
[1XT24 — noanepxuBaromas XuMuoTepanus 24 Mecsua;

V — peunnykuuonHas myibsc-Teparmus VP-16; F1, F2, R1, R2, Prot I — IDA — 6;10ku

xumuoTepanuu; A, B — pangoMusupyembie rpyIiIibl;
KMII — kocTHOMO3rOoBast MyHKIHUS;

MPB — muHMManbHas pe3uayanbHas 00Je3Hb.

IInan neyenus pis rpynmsl S1

[Tocne nmuropeaykTuBHOM npodassl qekcamerazonoM nposoasaTcs 61oku F1 u F2. B ciiyuae [THC pennusa
Ha3HayaeTcs YCWICHHas SHIoioMOanbHas Tepanus. JlanbHeias Tepamus 3aBUCHUT OT pe3ysbTara
paHIOMM3ALIMU M COCTOMT JJIsl BETBU A /iBa Kypca ¢ OnuMHIMTA, Ha3HadeHuu nportokoia Il — IDA, a 3atem
tpex OmoxoB RI1/R2/R1. lns BetBu B »st0 6 OmokoB R, naumnas ¢ R2 (R2/R1/R2/R1/R2/R1).
Crnenuduueckas JOKampHas Tepamus MPOBOIUTCS B COOTBETCTBHHM IyHKTa 12 «JlydeBas Ttepamus»,
nojepkuBaromas repanusi — (12 mecsueB, 6e3 Mynbc-BBEIEHUI) COCTOUT B HAa3HAUYEHUU OPaIbHOIO
MeToTpekcaTa | pa3 B HeJleIto U OpalbHOrO MepkanTonypuHa exxeaHeBHo. B ciyuae IIHC peunnua netu
MOJTYYaroT JOTIOJHUTEIHHOE SHI0IOMOANThHOE BBEJACHUE Ha IeHbh 6010ka F1 (ecu OGmacThl onpeaenstores
B neHb | Onoka F1) u, kak mpaBwio, Ha JeHb 5 Kaxkaoro Omoka R2. Ilammentsl, ¢ mopaxenuem [[HC,
KOTOpBIE JIedaTcsi MO IUIaHy A, MOJy4aroT JOMOJHUTENbHOE 3HI0JIOMOATbHOE BBEIEHHUE Ha JCHb &
npotokona II — IDA.

Ilnan nevyenus AJs rpynnsl S2:

[Tocne muTopeaykTUBHOM mpoda3bl qekcaMmerazoHoM mpoBoasaTcs Onoku F1 u F2. JlanpHeiimas Tepanus
3aBUCHUT OT pe3yJibTaTa paHJOMHU3AIMU U COCTOUT JIJIsl BETBU A B Ha3HaueHuu npotokoiia Il — IDA u 3atem
natu OnokoB R, waumnas c (R1/R2/R1/R2/R1). Jlns BetBu B 310 8 OnokoB R, Haumnas ¢ R2
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(R2/R1/R2/R1/R2/R1/R1/R2).

[Tpy BHEKOCTHOMO3I'OBBIX Ouarax MpOBOJIUTCS crielupuyecKas JoKanbHas Tepanus (MyHKT 12, MOAMYyHKT
5). Bce metu ¢ M30MMpOBaHHBIMU WJIM KOMOMHHUPOBAHHBIMH KOCTHOMO3T'OBBIMU PEIMIMBAMH MOIYYalOT
npodunaktuyeckoe obmyuenune [[HC, mo3a 3aBucut ot Bo3pacta (myHKT 12, moamyHkT 5, «JlydeBas
Tepanus»). s mopmep)kaHus peMHCCHMM Ha3HaudaeTcsl myibc-Tepanust VP-16 Ha 24 wmecsuna.
[TonnepxuBaromast Tepanus (24 Mecsiiia) COCTOMT B HA3HAUYEHUU OPAJIbHOTO METOTpeKcaTa 1 pa3 B HeJIemto
Y OpaJIbHOT'O MEPKANTOITypuHa exXeIHEBHO. [11]

Hns peredt rpynmbel S2 ¢ mopakeHMEM KOCTHOTO MoO3ra JOJDKEH cpa3dy mnpoBoautcs nouck HLA
UJICHTUYHOTO CHOJIMHTA, KaK JI0HOpa CTBOJIOBBIX KJIEeTOK. s crpatudukanuuiToil rpynmsl nocie 61oka
F2 (BTopoii nmeueOHBINH 00K) mpoBoauTcs uccienoBanne Ha MPbB, mns dero cBoeBpemeHnHo Oepercs
KOCTHBIM MO3T Ha UCCIICIOBAaHUE M HE3aMEUIUTENIbHO JOCTATOUHBIN 10 00beMy 00pa3ell 10CTaBIseTCS B
uccienoBarenbckuil 1eHTp. Eciau kimon-crenupuyeckuii 30H1 JOCTYNEH W3 JUArHOCTHUYECKOTo oOpasia
IpU pelUINBE, pe3yabTaT ITOr0 TECTA JOJLKEH ObITh TOTOB BTeueHue 1-3 Hexenb mocie Havyana 0710koB R
i npotokona II-IDA. TIpu modydeHHMM NONOXHTENbHOro pesynsrata MPB (yposens Bbmue 107%),
nokasaHa Tpa"cmanTaius ot (>9/10) HLA uaeHTHYHOTrO pOJCTBEHHOTO WJIM HEPOACTBEHHOTO JTOHOPA.
[Torick HEPOJICTBEHHOTO JOHOpA JOJDKEH OBITh TIIATEIHLHO MPOBENEH U HayaT HEMEAJIEHHO Ioclie
NOJYYEeHHUS TOJIOXKUTENbHOro pesynbrata MPB. TpancmmanTanus 1okHa OBITH BBIOJHEHA mociie 5 R
osokoB unu 2 R GnokxoB mocne mporokona II-IDA. Ecou crpatudukanus mo MPB HeBo3mokHa 10
TEXHUYECKUM IPUYMHAM, PEKOMEHIYETCs OIpEAEICHUE IMOKAa3aHWH K TPAHCIUIAHTAllMM Ha OCHOBAHWHU
00bIYHBIX KpuTEpHeB (S2A —S2D).

Hetu ¢ m3onupoBanubiM LIHC perauBom B rpynme S2 nanee cyOKIacCH(PHUUUPYIOTCS B COOTBETCTBUH C
kputepusiMi, onucaHHbiMu B 1L VIII. TlaumeHThl cTaHmZapTHOrO pHCKa Jiedarcss C HMCHOJIb30BAaHUEM
XMUMHO/ITy4eBOM Tepanuu C MOCIeAYIOel MOANepKUBAIOIIEH Tepanuei, BKIOYas CrenupuuecKyro
JIOKaJbHYIO Tepamnuto. J{Jis manreHToOB BEICOKOTO PUCKA PEKOMEHIYETCS IPOTOKOJI MO Ay TOTPAHCIUIAHTALINH
CTBOJIOBBIX KJIeTOK. [IpruHuMast BO BHUMaHHE KJIOH-CIIeUU(PUIECKUii 301, TOTyYSHHBIH PU AUATHOCTHUKE
nepsuuHoro OJUJI u Hanuuue qoctaTouyHOo O0NIBIIOro 00pasia Npy peluanBe, BO3SMOKHO MOHUTOPUPOBAHKE
MPb u onpenencHue JIEUKEMUYECKUX KIIETOK BayTOTPAHCILUIAHTAHTE.

IInan Jevyenus pJst rpynnsl S3:

o moclie IUTOPEAYKTUBHON Tpodasbl JeKcaMeTa30HOM NpoBoasTcs Onoku uHAayknwu F1 u F2.
JanpHeilmas Tepanusi 3aBUCUT OT pe3yJibTaTa PaHIOMHU3ALMA M COCTOMT B Ha3HauyeHUU npoTokona II-
IDA unu 3 R 61okoB, HaunHas ¢ R2 (R2/R1/R2). O6paiuaeTcst BHUMaHUE HAa TOYHOE Ha3HAUYEHHUE TIEPBBIX
YETBIPEX TEPANEBTHUYECCKUX OJIOKOB MM MepBoii yacTu nmpoTokosia [I-IDA cooTBeTCTBEHHO.

. Uit 3ToM rpymnmbl TectupoBanue st TCK sBnsercss oOs3aTenbHbIM. [Torck gO0HOpa CTBOJIOBOM
KJIETKU JIOJDKEH BBINONHATHCS OBICTPO. TpaHCIUIaHTAIMs JOJKHA BBITOTHATHCS IMOCIE JOCTHKCHHUS
pemuccun cpazy nocie npotokosia II-IDA wimm Tpethero R 6iioka coorBerctBeHHOo. Ecnm He HaitneH
COBMECTHUMBIN POJCTBEHHBINH WJIM HEPOJACTBEHHBIH JOHOP, JOHKHA BBITOJHITHCSA IKCIIEPUMEHTAIbHAS

TCK.
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. IIPOCIIEKTUBHOE MOHUTOpUpoBaHue MPDB ncnomns3yercs g ONEHKM KadyecTBa PEMHUCCHM Iepen
TpaHcIUlaHTanue. Pemenne npuanMaercs nocine pesynbrata MPB. Tlpu HebmaronpusaTHOM MPOTHO3E
TIPH TIOJIOKHUTENEHOM pe3yibTate MPB (>107), 171 9THX TAlMeHTOB BO3MOKHKI IOTPABKH K IPOTOKOITY
B TEYEHHUE MCCIIEIOBAHUS.

Ilnan nevyenus AJad rpynnsi S4:

. IIPUHLIMIIBI, ONUCAHHbIE A Ipynnbl S3, oTHOcATCS K rpynne S4. BaxHol nenblo sBigercs
yIy4dIIeHHEe BBIXOJa B PEMHUCCHUIO 4Yepe3 BBeneHue F OmokoB. Bwicokmil pe3upyalbHBIH ypOBEHBb
JeUKEeMUYECKHX KJIETOK JOJDKEH OBITh MPUHAT BO BHUMaHME JJISTAIMEHTOB IPYIIBI BBICOKOTO PUCKA,
YTO TO3BOJISIET OLIEHUTh AHTUIIEMKEMUYECKYIO 3((PEKTUBHOCTh PAaHAOMH3HPYEMBIX TEPaNeBTHUECKUX
sneMeHTOB. Eciiu yiydieHne BbIX0Ja B PEMUCCHIO B TEUEHHE MCCIEI0BaHMs HE OyJeT MOIy4YeHo, s
rpynnsl S4 mIaHUPYyeTcs SKCIepUMEHTalIbHAasl UHAYKLIMOHHAS Tepanus.

Onucanne cxeMm Tepanuu penuausa OJIJI
HuropenykruBHasi npogaza COCTOUT:

. JeKkcaMeTas’oH 6 Mr/M> B Tedenun 5 — 10 qHei.

Baok F1 coctout u3 6 aueit (cmotpets [punoxenue 1, nacrosimero KIT):
https://cyberleninka.ru/article/n/protokol

IIpenapar BBenenue Ho3a JAHu
JIeKcaMeTa30H per os 20 mr/m? 1 2 3 4 5
BUHKPUCTUH B/B 1,5 mr/m? 1 6
METOTpEKCaT 36 vac. uHQy3us 1000 mr/m? 1
acraparuHasa 6 vyac. uadpy3us 10000 En/m? 4
METOTpEKCaT SHA0IIOMOANIEHO B 3aBHCHUMOCTH OT 1
BO3pacTa
UTapaduH SHIOIIIOMOAIBEHO B 3aBHCHMOCTH OT 1
BO3pacTa
MPEIHU30JI0H(TON | PHIOITIOMOATBEHO B 3aBUCUMOCTH OT 1
bKO B Cy4anXx BO3pacTa
pa3spelueHus no
MHCTPYKLMU) Unun
OEKCameTasoH 2
mr
. nexkcameTa3oH 20 Mr/M2 BHYTph B TeueHue 5 nuei (1-5);
. BUHKPHUCTUH 1,5 MI/M2 (MakCUMabHO 2MT), B/B CTpyiiHO MesieHHO Ne2 (Ha 1 u 6 1eHb);
. MetoTpekcat 1000 mr/m2 uady3us 36 yacoB Nel;
. acraparuraza 10000 En/m2 B/B undysus 3a 6 yacoB Nel (Ha 4 1eHb), B cllyyae ajulepru4ecKoit
peakmuu BBenenue [19-acmaparunassl 1000 En/m2 B/B uHby3us, 3a 2 yaca Nel (Ha 4 neHb);
. WHTpaTeKabHBIC BBEJICHUSI METOTPEKcaTa, IUTapadrHa, IPEIHU30I0HA B BO3PACTHOU JO3HPOBKE
Nel (na 1 neHp), TOTIOTHUTEIBHBIC BBEJCHUS TIPH HEHPOIICiiko3e Ha 6 JIeHb;
. MyHKTaT KOCTHOTO MO3ra Ha | JIeHb.

° Baoxk F2 coctout u3 5 nueit (cmorpets [punoxenue 1, nactosimero KIT):
|HpenapaT tBBeneHne | Ho3a ‘ JAHu




JeKcaMeTa3oH per os 20 mMr/m? 1 " 3 4 5
BUHKPHUCTHH| B/B 1,5 mMr/m? 1
[UTapadrH 3 gac. uHpy3us 2 x 3000 mr/m? 1 2
acrmaparuHasza 6 yac. HHQy3us 10000En/m? 4
METOTpEKCAT| 3HJI0JIIOMOATBHO B 3aBHCHUMOCTH OT 5
BO3pacra
[UTapadrH SHIOIIIOMOAJIBEHO B 3aBUCHAMOCTH OT 5
BO3pacra
MIPETHU30IOH(TONBK  SHIOIIOMOATBHO B 3aBUCHMOCTH OT 5
0 B cnyyvanx BO3pacTra
paspelueHuns no
MHCTPYKLMU) Unun
AeKcameTasoH 2 mr|
. nexkcameta3oH 20 Mr/M2 BHYTph B TeueHue S5 qaei(1-5);
. BUHKpHUCTUH 1,5 Mr/M2 (MakcumanbHO 2Mr) B/B cTpyiHO MeuieHHO Ne2(Ha 1 u 6 1eHb);
. nutapadbud 3000 mr/m2 B/B nH(py3us 3uaca Ned ¢ uHTEpBaAIOM B 12 4acos;
. acmaparuraza 10000 Ex/m2 B/B undy3us 3a 6 gacoB Nel (Ha 4 neHb), B ciydae

ajuteprudeckoit peakiiuu BBenenue [191° — acmaparunassr 1000 En/m2 B/B nHby3us 3a 2 yaca

Nel (na 4 nenb);

. MHTpaTeKaJIbHbIE BBEJCHUS METOTpEKcaTa, UTapaOuHa, PeJHU30J0HA B BO3PACTHON
no3upoBke Nel (Ha 5 1eHB), JONOJHUTENBHBIE BBEACHUS IIPU HEWpOJIEHiKo3e Ha 1 1eHb;

. IIYHKTaT KOCTHOTO MO3ra Ha | JeHb.

. IIpoBeaenusi bannorymymaoa: Bcem netssm ¢ MPJI (+) mpoBoauTCst Kypcehl

ommHOoTyMyMaba. https://www.cancer.gov/clinicaltrials/search/view

Cxema npoBeicHUs1 OJIMHOTyMyMaba.
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coctouT u3 6 aHew (cMotpeTh [Ipunoxenue 1, Hactosimero KIT):

IIpenaparsl Beenenne Jlo3a JHu
meKcaMeTa3oH [per os 20 mr/m> 1 2 3 4 5
MEpPKaNTOIypUH per os 100 mr/m? 1 2 B @4 5
BUHKPUCTHH B/B 1,5 mMr/m? 1 0
METOTpPEKCaT 36 yac. uHQy3us 1000 mr/m? 1
[TapadrH 3 yac. uHpy3UsA 2000x2 mr/m>/n S
acriaparvHasa 6 yac. uHpy3us 10000 En/m? 6
METOTpEeKcaT SHI0TIOMOAIEHO B 3aBCUMOCTH OT 1

BO3pacTa
[uTapaOuH PHI0IIOMOAIEHO B 3aBUCUMOCTH OT 1

BO3pacTa
MPETHU30JIOH(TONBKO PHIOTIOMOATEHO B 3aBHCUMOCTH OT 1
B C/ly4anx BO3pacTa
pa3peLeHus no
MHCTPYKUUU) nnmn
AeKcameTasoH 2 mr

nexkcameta3oH 20 mr/m2 per os, B TeueHue 5 aaeit (1-5), Ha 6 q1eHb MOJIOBUHA 71034,
Mepkanrornypus 100 Mr/mM2 per os, exxeqaeBHO Ne5 (1-5);

BUHKpHUCTUH 1,5 Mr/m2 (MakcUMaiabHO 2Mr) B/B cTpyiHO MemiaeHHO Ne2 (Ha 1 u 61eHb);
MetoTpekcat 1000 mr/mM2 nay3ust 36 yacos;

nutapadbud 2000 mr/m2 B/B undy3us 3uaca Ne2 ¢ uatepBasiom B 1249acoB (Ha 5 1eHB);
acriaparurasza 10000 Ex/m2 B/B undy3us 3a 6 yacoB Nel (Ha 6 neHb), B ci1ydae ajsiepruueckoit

peakmuu BBenenue [101° — acnaparunaser 1000Exn/m2 B/B nndy3us 3a 2 yaca Nel (Ha 6 neHp);

WHTpATeKaIbHBIC BBEJICHUS METOTPEKcaTa, IUTapaOdrHa, MPEeIHU30JI0HA(TONbKO B CAy4anx

pa3speleHnsa No MHCTPYKLIMK) UK AeKcameTa3oH 2 Mr B Bo3pacTHOM qo3upoBke Nel (Ha 1 meHb);

IIYHKTAT KOCTHOT'O MO3ra Ha 1 JCHB.

° Baoxk R 2 coctout u3 6 aueit (cmotpets [punoxenue 1, nactosimero KIT):
Ipenapatbl BBeJICHUE 1032 JTHH
eKkcaMeTa3oH per os 20 mr/m> 1 2 3 4 5
THOTYaHUH per os 100 mr/m? 1 2 B @B 5
BUHIE3UH (IIOCIIE B/B 3 mMr/m> 1
[PETHCTpAIIMH B
PK)
METOTpEeKcaT 36 vac. uHQy3HUsI 1000 mr/m? 1
ndochamua 1 gac. uaDy3us 400 mr/m>/n 1 2 3 4 S
ayHOPYOMMUITIH 24 yac. uHdy3us 35 mr/m? S
acraparnHasa 6 yac. uH}y3Us 10000 Ex/m? 6
METOTpPEKCaT YHIOJIOMOAIBHO B 3aBUCHUMOCTH ||

0T BO3pacTra
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UTapaduH YHIOIIIOMOAIBEHO B 3aBUCHUMOCTH ||
OT BO3pacTa

MPEAHN30I0H(TONbKO PHIOTIOMOATEHO B 3aBUCUMOCTH ||
B CNy4Yanx OT BO3pacTa
paspeLueHua no
MHCTPYKLUUU) namn
AeKCameTa3oH 2 mr

nexkcameTa3oH 20Mr/mM2 per os, B TeueHue 5 aueii(1-5), Ha 6 AeHb MOJIOBMHA [103a;

mepkanTonypud 100 Mmr/m2 per os, exxerHeBHO Ne5 (1-5;)

o BuHe3uH (mocne peructpanuu B PK) 3 mMr/m2 B/B crpyitHo, mennenHo Nel(na 11eHp);
metoTpekcaTt 1000 mr/M2 nngy3us 36uacos Nel;

udochamua 400 mr/m2 uadysus lgac Ne5 (1, 2, 3, 4, 5 nun);

mecHa 200 mr/mM2 B/B cTpyiiHo MemiieHHO Ne5 (Ou+4u+84 mocie nadochamua);

. acraparurasa 10000 Ex/m2 B/B undy3us 3a 6 yacoB Nel (Ha 6 neHb), B ci1ydae asiepruueckoit
peakmuu BBenenue [101° — acnaparunassr 1000 En/m2 B/B nuH(y3us 3a 2 yaca Nel (Ha 6 neHb);
. MHTpaTeKallbHble BBEACHUS METOTpeKcaTa, LuTapabuHa, MPEIHU30JI0HA B BO3PACTHOM

no3upoBke Nel (Ha 1 1eHB), TOTIOTHUTEIBHBIC BBEJCHUS TIPH HEHPOJICHKO3€e Ha 5 JIeHb;

ITYHKTAT KOCTHOT'O MO3ra Ha 1 JCHDb.

° IIpotokoa II — IDA coctout u3 42 aueit (cmotpets [Ipunoxenue 1, mHacrosmero KII):
[Ipenapar IIyts |[lo3a Jau
BBE/l
eHuUs
NIEKCAMETAa30H BuyT 6 C 1 no
pp  Mr/mYcyr |14
BUHKPUCTUH B/B |I,5 Mmr/m 1] 8 1 2
5 2
uaapyOuLIH 6 6 Mr/™m Il 8 | 2
yac. S 2
B/B
MH}
y3us
acriaparmHasa 6 10.000 6] [11 1
ygac. [EJl/m* 6
B/B
uHD
y3us
nukigopocham B/B |l I/M*/ 2
150 nH} (1 yac 9
y3ust
LUTapaOuH B/B [/5 333 33 U3 K
CTpYy [MI/M*/neH 123 4 8 9 0 |1
WHO b
THOTYaHUH BHyT (00 29 mo 43
pb MI/M%/IeH b
MeTOTPeKCcAT B/ | 3aBuCH 1 % Z; g
nuTapaduH D/ MOCTH 0T/~ 1 3 3
BO3pacTa
S 1 8
MpeAHN30J10H(TONbKOP/JI 1 1 3 3
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B CAyyanx
pa3speleHma no
MHCTPYKLMU) Unun
AEeKcameTasoH 2 mr

5 1 8
. nexkcaMmeTa3oH 6 Mr/mM2 per os B TeueHue 1 14 nHei, ¢ 15 gHs 3Tan CHIKCHHUE,
. BUHKpUCTHUH 1,5 Mr/M2 (MakcuManabHO 2MT) B/B CTpyiHO MeieHHO Ne4 (Ha 1, 8, 15,22 nun);

. uaapyounus 6 mr/mM2 B/B undysus 3a 6 yacoB Ne4 (na 1, 8, 15, 22 num) [13];
. acnaparunasza 10000Ex/m2 B/B undysus 3a 6 uacoB Ned (na 1, 6, 11, 16 nan);
. nukinodochamua 1000 mr/m2 B/B nHby3us 3a 1 gac Nel (Ha 29 nens);

. uTapadud 75mr/M2 B/B cTpyiiHo MeieHHO No2 Giioka o 4 qHs Bcero - 8 BBeneHui (Ha 31-
34,38-41);

. MmepkanToryput 60 Mr/mM2 per os exenneBHo Ne 14anei (¢ 29 no 43 nHn);

. MHTpaTeKaJlbHbIe BBEJICHUS METOTpEKcaTa, IUTapaduHa, IpeIHU30JI0HA(TONbKO B CAy4anx

paspelweHna NO MHCTPYKUMU) UAU [EeKCameTasoH 2 Mr B BO3pacTHOW go3upoBke Nod (Ha
1,15,31,38 nau), momoJHUTEIBLHBIE BBEICHUS MTPU HEHPOJICHKO3€e Ha 8 JICHb;
. MYyHKIMS] KOCTHOTO MO3Ta npoBoautces Ha 1, 15, 36 neHs.

[TarmenTs! ¢ HR U3 rpymmbl BBICOKOTO prcka OyIyT MOMIy4aTh WHAYKIHIO 10 MOIU(UIIMPOBAHHOMY
nporokosry ALL R3. Ha 29-e cyTku OLIeHHBAIOT IUTOJIOTUYECKYIO peMuccuto u ctatyc MRD ¢
MIOMONIBIO TPOTOYHOM IUTOMETPHUM B KOCTHOM Mo3re. B ciiyyae M0 acnimpaiiio KOCTHOTO MO3ra
nosTopsatoT uepe3 1 Henemo. Konconuaanus coctout u3 kypca HC1 (moguduumposanusii ALL-
AIEOP-BFM HR1) na 5-it nvenene u kypca HC2 (mogudunmpoBannsiii ALL-AIEOP-BFM HR3) Ha
8-it menene. Tperuit koHcomuaupyrommii kypc HC3 (momudunuposannsiii AIEOP-BFMHR?2),
3aIUIaHMPOBAHHBIN Ha HeAento 11 MoXKHO yka3zaTh B IpoTOoKoje. OTcpodka Tepanuu Ui ee
KOPPEKTHPOBKA 110 MEAUIIMHCKUM IMOKAa3aHUsM HE CUMTAIOTCSI HapyIIEHUEM NTpoToKoia. OHu
JIOJDKHBI OBITh 3aIOKYMEHTUPOBaHHKI B ¢aiine namuenTa. Aimmorennas CKT npoBoautcs nocne 15-i
Henenu. [Iponeaypa He sBIsAETCSA 4acThIO TEKYILIEro NpoTokoia. B ciydae nepcucrenuuu MRD
>10-3 na 11 Henene cneayeT CBI3aThCs ¢ HAIIMOHATBHBIMUA KOOPIMHAIIMOHHBIMU LIEHTPAMU IS
NI0JIyY€HU sl MHANBUAYAJIbHBIX PEKOMEHIALMH 110 JieueHn 0. O01ue peKoMeHAaluK B IPOTOKOJIE HE
JIaHbl, U IPOIOJHKEHUE TEPANIUU, COOTBETCTBYIOIIEH MPOTOKOIY, BIIOJIHE OIIPaBIAHO.

HI BLOCK (rpymnma BBICOKOTO pUCKa, MHIyKIIMOHHbIN LUK, Heaenu 1—4) (mepBoHavaibHO:
uHayKnus R3)

Hexcamera3on 20 mr/m? (MmakcumyMm 40 MI/cyT) iepopalibHO, pa3/IeICHHBIN Ha IBE CYyTOUYHbIE JJO3bI B

nHu 1-5 mepBoit u Tpetheit Henenb. [Ipeda3y nekcamerazoHa MOXKHO HaYWHATH € -5-T0 IHA 10 0-T0
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THS B J103€ 6 MI/M?. B CITy4ae BBICOKOW OMYXOJIEBOW HArPY3KH HITU JJIsi COKPAIICHHSI BpEMEHHU JI0
Havaya uccieaoBanus. Buakpuctun 1,5 mr/m? (MakcumanbHast pa3oBas 103a 2 MT') B BUE KOPOTKOM
15-MuHyTHOWM MH(DY3UN WK BHYTPUBEHHO OOIIOCHO (HE B TOT K€ JIeHb, uTo 1 U T-Tepamnus) Ha 3-if
neHb 1-4 nenensb. MutokcanTpon 10 mr/m2 B Buae 1-yacoBoit nHby3uu B 1-it u 2-i 1M 1-1 HEAenm
[13I-acnaparunaza 1000 EJI/m? B Buae 2-yacoBoii HH(Y3UH WIK BHYTPUMBIIIEYHO B 3-i AeHb |- 1
3-it nenenu. MH(dy3uro acaparnHasbl clieyeT HAaUWHATh B IOHWKEHHYIO CTaBKY U TIO3TaHOE
yBEIMYEHHUE, €CITH MPUMEHUMO. J[OTIOIHUTENBHEIE MPUMEYaHus 00 aTbTePHATUBHBIX MIperapaTax
acraparuHasbl cM. B raBe «lIpemaparsl acmaparunassi» Ha ctp. 37. UHTparekanbHas
XHUMHOTEpanus AJanTUPOBaHHAs K BO3PACTY J03a METOTpeKcaTa (CM. TaOiIHIly HUXKe) BBOAUTCS B 1-
1 nesb 1-i u 2-i Henenp. [lanuenTsl ¢ nopaxxenuem LIHC nosyyaroT 10NOTHUTEIbHbBIE

HHTPATCKAJIbHBIC MHBCKIUU.

IIpenapartbl BBenenue Jlo3a J{Hu
eKkcaMeTazoH per os 20 Mr/m> 1 R 3 4 5
BUHKPUCTHH B/B 1,5 mMr/m? 1 6
MUTOKCAHTPOH 1 yac. uHQpy3us 10 mr/m/11 I R
acraparuHasa 6 uac. uHQy3us 10000 En/m> 6
METOTPEKCAT PHI0JIFOMOAIEHO B 3aBUCUMOCTH OT |1
BO3pacTa
[TapadrH YHIOIIOMOAIBHO B 3aBrcuUMOCTHA OT |1
BO3pacTa
MPETHU30JIOH(TONBKO PHIOTIOMOATEHO B 3aBucuUMOCTHA OT |1
B cnyyanx BO3pacTa
paspeleHun no
MHCTPYKLMK) unm
AeKcameTasoH 2 mr
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HAIIMOHAJIBHBI KJIUHUYECKHNHA ITPOTOKO.JI
MEJUIIMHCKUX BMEIIATEJIBCTB 11O HO30J10TUN
«PELIMIUB OCTPOI'O JIUM®OBJIACTHOI'O JIEUKO3A
Y JETEW»

JlyueBas Tepanusi: https://www.google.com/search.

. M3-32 HU3KOTO PACMOJI0KEHUs! (PPOHTAIBHOM YacTH OCHOBaHMA Yepera y JIeTel B BO3pacTe
0 2 JeT, He BCEerJa BO3MOXHA 3allUTa XPYCTAJIUMKOB IJIa3, B CBSA3M C YE€M DPEKOMEHIYETCS
peryisipHoe o(TanbMOJIOTHYECKOe HAONIOAEHUE ISl ONPEACICHUS U CBOEBPEMEHHOIO JICUCHHS
MOCTJIYYEBBIX KAaTapaKT;
. aKLEHT JEJIaeTCsl Ha pPaBHOMEPHOE paclipeliejieHue JydeBoM Harpys3ku.llpaktuuecku Bce
moJtst 00Ty4aroTes KakIbli pa3. PazoBast 103a JomKHA COCTaBIATh MUHUMYM 1,5 ['p. 1 Makcumym —
2 I'p. (1,8 I'p. y mereit Monosxe 2 J1eT) ¥ Ha3HAYACTCSI Spa3 B HEJEIIO;
. IUIsl CHIDKEHHsI pUcKa JieiikosHuedanonatun oomyuenne [[HC nHaumHaercs Tonbko mocie
OKOHYAHHS HHTCHCUBHOM YacTH JIeYCHHS (TTOCTIE MOCTISAHETO OJI0KA).
IHC peunaus: https://together.stjude.org/ru-ru/onkozabolevaniya-u-detej/vidy/lejkoz/recidiv-
ostrogo-limfoblastnogo-lejkoza.html

. naientsl ¢ [UHC penunuBoM monydaioT oOgydeHHE deperna M BepXHUX TpeX MICHHBIX
cermeHTOB B n03¢ 18 I'p. Her ueTkmx CBUIETENBCTB, YTO KPAHUOCTHHAIBHOE OOJIydYCHHE
IIPEBOCXOIUT KpaHuanbHoe. OpHako, mnpu wusonupoBaHHbiXx [[HC peumauBax mokasaHo
MPEUMYIIECTBO KPAHUOCIHUHAIBHOTO 00ydeHus. I[loaToMy KpaHuOCHHMHAIbHOE OOIydYeHHE
BKJIFOUEHO B ITPOTOKOJI.

o ecIy TpeapLayas 1o3a oomyuenus cocrasuia 18 I'p. (15 I'p. y neteii B Bozpactemiaaiie 2
neT), mo3a obmydeHus ymenbinaetrcs 10 15 I'p. Ecim mHTEpBanm mocie mepBoro Kypca JIydeBOi
Tepanuu Kopoue 24 mec., U mpeablayIas n1o3a oomyuenus coctasuna 15 I'p. (12 I'p. mnst mereit
MIJafme 2 JieT), 103a o0myueHus ymenbiaercs 10 15 I'p.

TecTukyasipublii peuuaus: https://www.google.com/search.
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. B CIIy4ae OJHOCTOPOHHEI0 KIIMHUYECKOTO BOBJICUEHHS], KOHTPAIATEPAIBHOE SIMUKO JTOJIKHO
OuomncUpOBaTbCS BO BpeMsl OpXdKTomMuH. Eciam Ouomcus He 1oKas3ajga BOBJIECYEHUS B
MATOJIOTMYECKHH Tpolecc, IPOBOIUTCA JIOKanbHOe oOiydeHue B no3e 15 I'p. Ilocie aToii 10361
BO3MOJKHA JOCTAaTOYHas Ui Hauyana MyOepTaTHOTO MepHoAa OCTaTOYHAsl SHIOKPUHHASA (DYHKIIMS.
Ecnu Ouoricust mono)kuTesbHasi UM HE BBIIOJTHEHA, KIIMHUYECKU HE BOBJIICYEHHOE B IMPOLIECC SUYKO
JOJDKHO 00JTydaThes, Kak npexae B go3e 18 I'p. Eciu knuHIYecKH mopakeHHOE SSIMYKO HE yIalIeHO
JOJDKHO BBINOJHATBCS o0myuenue B no3e 24 I'p. Ilocme »sToi 03B OoTMewaercst aTpodus
00JIy4E€HHOI0 SIMYKA U OTCYTCTBHE YHIOKPUHHON (QYHKIINU.

. WCCIICZIOBAHHE SIMUEK MTPH TIOMOIIH TOJBKO YIIBTPa3BYKa, KaK KIMHHYECKH HE TIOPAKEHHBIX
JOJI’KHO GBITL JOITIOJIHEHO 61/IOHCPIGI>'I H AOJIKHO JICUHTCs, KaK KIMHHNYCCKHU HEC BOBJICUCHHOC,
0a3upysCh TOJBKO Ha pPe3ysbTaTax OMOTICHH.

Xupypruueckoe BMeIaTe1bCTBO:
MeToa onepaTHBHOI0 BMeLIATEIbCTBA:
L OPX3KTOMHUS.
Lean npoBeaeHnsi BMelIATEIbCTBA:
o yAQJICHHE TTOPAKEHHOTO JIEHKEMOUTHON HHPUIBTPAIMEH sTMIKa
IHoka3anus i NpoOBeAeHUs BMEIIATE/IbCTBA:

° yAaJIeHHE KIMHUYECKU MOPAKEHHOTO SIMUKA;
OuoICcus He MOPaXEHHOTO KOHTPaJIaTepaibHOIO

[IpoTuBonoKka3aHus AJ5 NPpOBeJeHNs BMeIIATeIbCTBA:

] OTCYTCTBHE PEMHUCCHH 110 KOCTHOMY MO3TY;

° OTKa3 poAUTENeH OT BMEIIATEIbCTRA.
MeToanka npoBeeHUusi BMemaTedbcTBa: OpXdKTOMUS SBISIETCS JIOKAIHHOW Tepanmued BhIOOpa B
CJIyd4ac KIIMHUYCCKHU BOBJICHCHHOI'O sHMYKaA. Hpouenypa BBIINIOJIHACTCA B HadaJIC JICUCHHS, CCIIU
KIMHUYECKHE HaXOAKH TOYHO ONpelNeieHbl WIM B TEYEHHE JICUEHHUs, eclu Tpelyercs
TUCTOIIATOJIOTUYCCKOC TOATBCPKACHUC. B »stom CIy4a€ YMCHBIICHHC B pasMcpax sAUYKa
UCIIONIb3YEeTCSl KaK MHAMKATOp OTBeTa Ha JiedueHue. [Ipu OpXdKTOMHM JOKEH UMIUIAHTHPOBATHCA
TECTUKYJISIpHBIN TIpoTe3. KocMeTnueckuil pe3ynbraT mpu 3TOM OOBIYHO JIy4Ille, YeM MHpu aTpopuu
saudka B pesyibTaTe o0mydenus 24 ['p. CyOKIMHIYECKOE BOBICUCHHE KIMHUYECKH HE TTIOPAKEHHOTO
KOHTpaJaTepaIbHOTO SIMYKA JOKHO UCCIIEIOBATHCS Yepe3 OMOIICHI0. B 3aBUCMMOCTH OT pe3yibTaTta,
JIOKaJIbHOE 00JydeHHEe Ha3HA4YaeTcs B COOTBETCTBUU C II.

12.5 moamyHkT d.

HNuaukaTopsl 3p(PeKTHBHOCTH:
° OTCYTCTBHE JIOKAJIBHOTO METACTa3a.

MeToa BMeniaTeIbLCTBA:

° repecajika CTBOJIOBBIX KIIETOK.
Lean npoBeaeHnsi BMelIATEIbCTBA:

° ontumu3zanus tepanuu peuuausa OJLI
Ioka3anus 11l MPOBeAEeHUsSI BMEIIATEILCTBA:

° TepaneBTUYecKas rpynmna S2: MaluuMeHThl ¢ OYeHb PAHHUMU W PAaHHUMH W30JMPOBAHHBIMU
BHCKOCTHOMO3I'OBBIMU pPCHOUANBAMMU, 60HLHBI€ C MO3JHUMHU KOCTHOMO3IIOBBIMH Nnon T-OJIUI n
MAIUEHTH C KOMOMHUPOBAHHBIMHM PaHHUMH WK TTo3aHuMH non T-OJLJI.

® TCPANICBTUYCCKAA I'pyIIia S3: Bce ManucHTbI C paHHUM HU30JMPOBAHHBIM KOCTHOMO3I'OBbLIM
peunranoM non T-OJUIL.
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o TepaneBTHUYeCKass rpymnmna S4: OoilbHBIE C OYEHb pPAaHHUMH KOMOMHHMPOBAHHBIMU HITU
M30JIMPOBAaHHBIMA KOCTHOMO3TOBBIMHM PELUAMBAMMU, TAKXKE KAK BCE MALUEHTBI ¢ KOCTHOMO3TOBBIM
peunausom T-OJUIL

IIporuBOonMOKa3aHus A NPOBEACHUA BMEIIATEIbCTBA:
o OTCYTCTBHE PEMUCCHHU 110 KOCTHOMY MO3TY;

OTKa3 POAUTEIICH OT BMEIIATEIIbCTBA;

Hu3kui nuaexc Kapaosckoro mnum Jlanckoro;

HAJIMYME TSDKENBIX OPTaHHBIX AUC(YHKIHIA;

HAJIMYUE OCTPHIX HH(PEKIIMOHHBIX OCIOXKHEHHI.

MeTtoanka npoBeaeHUs] BMEIIATEJIbCTBA: AJUIOT€HHAs TPAHCIUIAHTALMS CTBOJIOBBIX KIIETOK JUIS
nanuenToB B uccnegoBanuu ALL-REZ BFM-2002 BbinonHs€TCss B COOTBETCTBUU € TPOoTOKOI0M ALL
SZT BFM 2003. Orotr nporokos omnucaH B corpyaHuuectBe ¢ ALL-BFM wuccnenoBarenbckoi
IPYNIION M JETCKOM HCCIIENOBATEIbCKOW TIPYIIION I TPAaHCIUIAHTALMM KOCTHOTO Mo3ra H
nepudepudeckux cTBONIOBBIX KieTok (Pad-AG-KBT) wu omnpenmenser Bce CBsSI3aHHBIE C
TpaHCIUIAaHTAllMeH Tpoueaypbl. B NPOTHBOMONOKHOCTh PA3MUYHON LEHTPO- CHEHUPUIECKOM
MIPaKTUKU AJJIOTEHHOM TPAHCIUIAHTAllMKM B IPOLUIOM, 3TOT IPOTOKOJ TapaHTUPYET CTaHAApTHOE
JIEYEHUE U YETKUH aHaJIu3 Pe3yJIbTaTOB.

Nuaukatopsl 3¢pPeKTUBHOCTH:

° 5-neTHsd 001as u 6eccoObITUIHAS BEDKUBAEMOCTh

Omnpenenenue THNA JOHOPA CTBOJIOBBIX KJIETOK:
B cootBetcTBHE cO cTenenbro HLA cCOBMECTUMOCTH, TOHOPHI CTBOJIOBBIX KJIETOK KJIACCUDHUITUPYIOTCS
10 TPEM IpyIIIaMm:

° HLA unentuunsiii cubnuar: matched sibling donor (MSD);
o POACTBEHHBIM WJIM HEPOJCTBEHHBIM JOHOP, KOTOphIA coBMectuM Ha 10/10 mmm nHa 9/10
(pacxoxnaenue no 1 antureny) ¢ HLA mapkepamu peuunuenrta: matched donor (MD);

o POJCTBEHHBIN WM HEPOJCTBEHHBIM JOHOP, KOTOPHIH COBMeCTMM MeHee deMm Ha9/10 c
HLA mapkepamu peuunuenrta: mismatched donor (MMD).
Ecan HaWIEeHO OoJtee OJTHOT'O JIOHOpa crienupuIecKkoro THIIA,
MOJIB3YIOTCACIEAYIOIUMU KPUTEPUSIMU:

° TIOHOP, coBMecTuMbIii Ha 10/10, mpeanodtuTenbHel, uem coBMecTuMbIi Ha 9/10);
° COBMECTUMOCTbD 10 aJUIEJISIM MPEANOUYTUTENbHEN, UeM IO AHTUT €HAM;

° HLA paznuuust npeanoynTaroTcsl B CIeAyIolen nociueaoBarenabHocT: kiace I >kmace C >
kiacc B > kiacc A.

[Tpu BbIOOpE AOHOPOB UCTIOIB3YIOTCS CIAEAYIOLIUE TOTIOTHUTENbHBIE KPUTEPUU:
o MB cratyc (n0mKeH npu BO3MOKHOCTH COOTBETCTBOBATH PELUITUEHTY );
o 1oJ1 (MY>KCKOW MPeoUTUTENbHEE A1l MY>KCKOTO PELUITUEHTA);
° BO3pACT JIOHOPa (MOJIOJION MPEANOYTUTEIbHER);
] MCTOYHMK CTBOJIOBBIX KJIETOK (KOCTHBIM MO3T npeanoururensHee st MSD u MD,
nepudepuyeckas CTBoJ0Bas kietka — a1 MMD);
° TOTOBHOCTD (JOCTYITHOCT).

Nuaukanus:

CxemaTrueckuii 0030p UHIUKAIIMU Pa3IMYHBIX (JOPM TpaHCIUIAHTAIMH AJISl Pa3IMYHBIXTPYIII PUCKa
OTIpeNIeNIeH HCCIIE0BAaTeIbCKUM KOMHUTETOM M JIETCKOW pabodell Ipymroil Mo TpaHCIUTAHTAIUU
KOCTHOTO MO3Ta U eprudepruIecKoil CTBOJIOBOM KJIETKH UIIpecTaBieH B Tabnuie 5.

Taoauna S. Bbi0op TpaHcIJIaHTAIMM B 3aBUCHMOCTH OT rpynnbl pucka https://kdigo.org/wp-
content/uploads/2022/01/KDIGO-2009-Transplant-Recipient-Guideline_Russian.pdf

S| 52 ]
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MPB HC
<107 | e orp. >10°
[OATPYIITIET A B/C A B/C A/B/IC SR [HR
3/84
MSD — — + + + + — - +H
MD - - - - + + — - +
MMD _ _ _ _ _ _ _ _ N
ayToTKM — — — — — — - + -

[Mpumeuanue*: MSD — tpancrutantanust or HLA coBmectuMoro cubnunra (rpymmna 1);

MD - TpaHCcIIaHTaIus OT COBMECTUMOTo Ooiiee ueM Ha 9/10 poICTBEHHOTO WU HEPOJACTBEHHOTO
noHopa (rpynmna 2); MMD — TpaHcmiaHTanust OT COBMECTUMOTO MeHee 4eM Ha 9/10 poacTBeHHOTO
WJIN HEpOJICTBEHHOTO JoHOopa (rpynmnal); MPb — MmunuManbHas pe3uayanbHas 00JIe3Hb;

IHHC SR — uzonupoannsiilt [IHC penuaus, rpynna crangaptaoro pucka; [ [THC HR —
n3onupoBanHblil [IIHC pennaus, rpymma BEICOKOTO PUCKa;

st onipenenenus rpynn S2A-D, cm. tab6n.3; ms onpenenenns rpynn [[THC — SR/HR.
Obs3arenbHas TpaHCIUIAHTALMSA PEKOMEHayeTcs BeeM manueHTam rpymni S3 u S4.J/{oHops! rpymnmsl 1
(MSD) paccmarpuBaroTCs B MEPBYIO O4Yepenb, 3aTeM CieayioT noHophl rpynmbl 2 (MD). Ecnu B
TeueHue 2-3 MecA1eB He HalJIeH MOIXOISAIIUI T0HOP, €CTh MHEHHE, YTO HaJ0 TPAHCILNIAHTUPOBATH OT
noHopa 3 rpymnmsl (MMD). [Ipeanourenne Mexay rarionIecHTUYHbIM poautenem uan HLA MMD
HEPOACTBEHHBIM JOHOPOM 3aBUCUT OT MHAUBUAYyaidpbHOro HLA Habopa u IOIDKHO pemathes depes
obcyxnaenue mexay ALL SZT BFM 2003 u ALL-REZ BFM.

WHaukanus TpaHCIUIaHTAUUU I TAMEHTOB C MOPAaKEHWEM KOCTHOTO MO3ra B rpynme S2 3aBUCUT
ot pesynbTara MPB mocne BTOporo TtepameBTuueckoro anemeHTta (0mox F2). BeicTpwiii mouck
HEPOACTBEHHOT O JIOHOpa i nanueHTtoB ¢ MPb > 107 sBnsercs CYIIECTBEHHBIM, TaK Kak IMOUCK
HAYMHAETCS TOJBKO MOcIie nofydyeHust pesyiabrata MPh nocne BToporo tepaneBTHuecKoro 31eMeHTa.
Pesynbrar oxumaercst Kak MOXKHO paHbliie, 4yepe3 1-3 Hemenu mocie Havana neporo R 6ioka (BeTBb
B) wiu npotokomna I[I-IDA (BeTBb A). [loaTOMy TpaHCIUIaHTALMS OT HEPOJCTBEHHOI'O IOHOPA B TPYyIIIE
S2 nmpoBoAMTCS HE paHbIIle, YeM IMocie 5 6JI0Ka Uik Tociie 2 0JI0KOB, CICTYIONUX 3a MpoToKoIoM I1-
IDA. Ins namuentoB u3 rpynmbl S2 ¢ MPB > 107 paccMaTpuBaroTcst TOIBKO JOHOPHI TPYMIIBI 1
(MSD) u 2 (MD). Ecitu coBmectumbix MSD 1 MD He HalinieHO, MAIIUEHT MOJIyYaeT XUMHOTEPAITHIO
1 JIy4EBYIO TEPAIUIO € IOCIEAYIOUICH TOAACPKUBAIOLICH Tepanuei, Kak OIMCaHo B IpoTokoie. Eciaun
ctpatudukanus no MPb HeBo3MoO)KHa, TOKa3aHUS K TPaHCIUIAHTAI[MM OIPEAETSIOTCS HCXOIs U3
OOIINX KPUTEPHUEB.

[TammenTs! rpynmnsl S2 ¢ uzoaupoBanHbiM [ITHC permuanBoM v KpUTEpUSIMU BBICOKOTO PUCKA UAYT HA
ayTOTPaHCIUIAaHTALHIO.

HLA tunuposanmue:

[TamenTsl ¢ MoKa3zaHUAMHU K aJUIOTEHHOM TpaHCIIaHTauu noanexat onpeaenenuto HLA tuna. J{ns
peuunuenTa u noHopa onpenensatores kiaaccel A,B,C, DRB1 u DRBQI BbICOKO 4yBCTBUTEIIBHBIMU
MeTrofaMu. JIOMOJMHUTENBHO ompeneisaorcss rpymnmna kposu v LIMB-craryc mnanuenra wu
MOTEHIMAIBHOTO A0HOpa. B mepByro ouepenar npoBomutrcss HLA tunupoBanwe poauteneid u
cubnmuuroB. Ecniu HLA-TunupoBanue ceMbH HE BBISIBIJIO TOJIXOJSIIETO JOHOpa, Y MAIMEHTOB C
MOKa3aHUsIMU K TpaHCIlaHTauu ot MD i MMD nepexoasT K TOMCKY HEPOJACTBEHHOTO JIOHOPA.
PacmmmpeHnHoeTHIpOBaHUE CEMbU MOKET OBITh TIOJIE3HO JIJIs ycTaHOBIeHUs cneruduaeckoro HLA-
cratyca. PekomeHyeTcst TMCKyCCHsl B 3aBUCUMOCTH 0T Bo3MokHOocTel HLA- mabopatopuii.

[Touck HEPOACTBEHHOTO [IOHOpPA BAaXKHO TMPOBECTH PAHO, YTOOBI OBITh TOTOBBIMH MPOBECTH
TpaHCIIAaHTAIMIO B y10OHBII MOMeHT. C LIEHTPOM TPaHCIUIAHTALUHU JIOJKEH OBITh CBOEBPEMEHHBIH
KOHTakT i oOcyxneHuss orOopa JOHOPOB, TOATOTOBKM, HA3HAYEHHUS W  BO3MOXKHBIX
aJIbTEPHATUBHBIX CTPATETHUM.

6) TloxkaszaHus JJIst KOHCYJbTALMM CIIENHAIUCTOB: CMOTPETH IyHKT 9, MOITYHKTS.

7) Tloka3aHus JJIsi NePeBOAA B OTHeJIeHMEe MHTEHCHBHOM TEPAMU M PeaAHUMAINN:
] C OCTPBIMU HAapyIICHUSAMH T€MOJUHAMHUKU PA3IUYHOW STHOJOTUHU (OCTpas cepledHasi Uiu
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CEpAEYHO-COCYIUCTas HEJIOCTaTOYHOCTh - TpaBMAaTUUYECKUH, TUIIOBOJIEMUYECKUH,
reMOopparn4ecKuii, KapUOTeHHbIN, aJJIEPTUIECKIi, aHAPUITaKTUIECKUM, CENTUYECKUN IOK U Ap.);

o C OCTPBIMHU HapyLICHUSIMH JBIXaHUS, C OCTPBIMH PaccTpOHCTBaMU (YHKIIHIA JPYTrUX OPTaHOB
u cucreM (IIHC, nmumeBapenne, MOueOTACICHUS, SHIOKPUHHOM ),

® C OCTpBIMU paCCTPOﬁCTBaMH MeTaGOHI/I3Ma, MOCJIC OINICPATUBHBIX BMCHIATCIILCTB, IOBJICKIINX
3a 0001 HapymIeHne QYHKIHIA )KU3HEHHO BaYKHBIX OPTaHOB WU MTPH PEATbHOM YTPO3€ X PA3BUTHUS;
® 6OJIBHLIC B BOCCTAHOBUTCJIIbHOM IICPUOAC IMMOCJIC KJIIMHUYECKOU CMCPTH,

o OO0JbHBIC C  HEKyIUPYIOIIUMCS reMOpparui4eCKuM CHUHJIPOMOM Ha

(oHEereMOCTaTHYECKOW Teparnu, C PUCKOM pealTu3aIlii FeMOpParunieckoro moxka;

o c HEKYIIUPYIOIUMCS 00J1eBbIM CHUHJPOMOM, TpeOyromue
BBCICHUAHAPKOTUYECKUX aHAJIBbI€TUKOB;

® JUIA HpOBCI{CHI/Iﬂ HNHBA3MBHBIX METOA0B JOTUArHOCTUKHAU n
KaTeTePU3aAlUUILICHTPATILHBIX BEH IO O0ITUM 00300 IMBaHUEM.

8) Muaukaropnl 3p(PeKTHBHOCTH TepaNMM:

° 5-netHsst 6eccoObITUITHAS U S-TIETHSS 00IIast BEBLHKMBAeMOCTh jaetei ¢ peruansom OJLL

9) JlaabHeiimee BexeHue:
[TognepxuBaromas Tepanus (1 rox mist rpymsl S1; 2 roga B rpymme S2) HAUMHAETCS yepes3 2 HeleIu
IIOCJIC OKOHYaHUsA ITOCICAHETO R 6.HOKa, KaK TOJIbKO BBITIOJIHAIOTCA CICAYIOIIUC KPUTCPHUU:

° JICHKOIUTHI > .0x 109/n

° HEUTpOPUITBI > 0.5x 109/n

° TPOMOOIIUTHI > 100 x 109 n

° MepkanTomyput 50 Mr/M2 MOBEpXHOCTH Tela B ICHb BHYTPb.
[ J

MeToTpekcaT 20 Mr/mM2 MOBEpXHOCTH Tella BHYTph 1 pa3 B Henemto/[o3a perynupyercst B
3aBUCHUMOCTHU OT KOJINYECTBA HGfIKOI.IHTOB.

J103b1 UI3MEHSAIOTCS TIO CIACAYIOMINM YKa3aHUSIM:
ITpu nefikorurax > 3.0 x 10°/n no3a yBenmunBaercs 10 150%

] 2 1o 3 x 109/n 100% noza
° 1 o 2x 109/n 50% mo3sl
] <1.0x 109/n. 0% (ormena). Eciu mumdonutsr < 0.3 x 10%/1 50% 10381

Bo Bpems moaaep>xuBaroniel Tepanuu TpaHCaMUHA3bl KOHTPOJIUPYIOTCS Kaxable 3mecsna. Ecimn
YPOBEHb MPEBBIIAET MATUKPATHOE YBEINYEHUE OT HOPMBI,

MOJICP)KUBAIOIAsl Teparusl MpepbiBaeTcs Ha | Hemeno M BO30OHOBISETCS MOCIE JOKAa3aHHOIO
CHIDKEHHSI YPOBHSI TpaHCaMHHa3 (00BIYHO uepe3 | Hepeo).

—  IyJbC KypChl PEUHIYKIUH C ITOIO3UIOM:
['pynna S2 nmomyyaeT 4eTbIpe TONOJIHUTENbHBIX Kypca PENHAYKIIUN 3TOMO3UI0OM B J103€
50 mr/m> MOBEpXHOCTH Tejla B JeHb BHYTph B Teuenue 10 mueit. IlepBblif Kypc peMHIyKIUM
Ha3HayaeTcs yepes 6 Helelb MOoIJIEPKUBAIOIIECH Tepanuu.
WHTepBasibl Mex1y HayaJoM OJHOIO Kypca M HadaloM cleAyrolero 8 Henenb. B TeueHue kypca
PEVMHIYKLINHU MOAACPKUBAIOIIAS TEPANAs MEPKAITOITYPUHOM U METOTPEKCATOM HE MPEPHIBACTCS.
Crenyromue KpuTepuu JODKHBI COONI0AThCA IPU Havalle Kypca peuHAYKINU:

° JIEUKOILIUTEI > 2.0x 109/n
° HelTpodusr > 0.5 x 109/n
° TPOMOOIIUTHI > 100 x 109 n

13. MeaunuHckasi peaduiauramusi, cornacHo KII mo peabwnurammm paerel  gaHHOM
HO30JIOTHH.
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CxeMbl M IVIaH TepanuM:

IIpunoxenne 1

baok F1
BonbHoi: Jlata poxxneHus: PocT:
cM Bec: KT. [1momaas MOBEPXHOCTH TeNa: m?
JIeKCaAMeTa30H 20 mr/ m? per 0s Juu 1-5 DEXA Mr
BHHKPHCTHH 1,5 mr/ m® /B Juan 1 u 6 VCR MI

3a 1 yac no Hagaiza MTX

MeToTpekcar 1r/ m? (cm nu1aH uH(QY3UH MeTOTpeKcaTa)

JlrombanbHas nmyHnkuus 3-ms npenaparamu  Jlens 1 npubnusutensHo | yac nocne Havana MTX

Bo3zpacr

Ho 1 roma

1 rox

2 roma
=crapuie 3 et

acmaparnHa3sa

Coli-ASP (Fa. Medac)

MTX

10
12

250 mn1/ m? B kauecTBe MH(Y3UM B TEYEHUH 6 YACOB

nnu PEG-ASP (Fa. Medac)

ARA-C PRED(T0/1LKO B MTX M
cay4yasx
pa3pelieHus no
HHCTPYKUIMH) UIN
JAeKcaMeTa30H 2
Mr
16 4 Mr omHOBpE-
20 6 MI  MEHHO ARA-C___wmr
26 & MI'  3HIOIIOM-
30 10 Mr GanmbHO PRED Mr
Coli / PEG / Erwinia —ASP En
10 000 Exn/m? B/B Hens 4Ha 0,9% NaCl
NaCl 0,9% MJI
1 000 Ex/m? B/B Henb 4Ha 0,9% NaCl

250 mn1/ m? B kauecTBe MH(Y3UM B TEYEHHHU 2 YACOB

wn Erwinase (Fa. Speywood)

10 000 En/m? B/m
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O0s3aTeTbHBIM SBJISIETCS OTIPE/ICIICHIE aKTUBHOCTH L-acriaparnHasbl B CBIBOPOTKE KPOBU Ha 5 JICHb
OT MOMEHTA Havajla actaparunassl, 2, 7, 14 qau nocne [131-acnmaparunassl, 2 geds mocie Erwinase
(mepen cnenyomuM BBEACHUEM ).

Hara: Bpau:
baok R2

bosbHOI: Jlata poxxneHus:
Pocr: cM Bec: KT. [Tmomaas MOBEpXHOCTH Tena: 2
JlekcaMeTa30H 20 mr/ m? per os un 1-5 DEXA Mr

10 mr/ m? per os JleHs 6 Mr
6-THOryaHUH 100 mr/ m?p.o Huum 1-5 6-TG Mr
Bunpesun (nocne peructpanuu B PK) 3 mr/ m? B/B Hens 1 VDS Mr

3a 1 yac nepen Havyanom MTX

Mertorpekcar 1r/ m? (cm mi1an uay3un Mmerorpekcara) https:/pubmed.ncbi.nlm.nih.gov.

JlrombanbHasg nyHkuus 3-ms npenaparamu  Jlens 1 npubnusutensHo 1 yac nocne Hayana MTX

Bo3zpacr MTX ARA-C PRED(T01bK0 B MTX Mr
cay4dasix
pa3pelieHus no
HHCTPYKIMH) WIH
JaeKcaMeTa3oH 2
Mr
Ho 1 roma 6 16 4 Mr omHOBpE-
1 ron 8 20 6 M MEHHO ARA-C MI
2 roga 10 26 8 MI'  3HJOJIIOM-
=crapiie 3 jet 12 30 10 Mr GanmbHO PRED Mr
HUdochamua 400 Mr/m? (cM. i1aH uHpy3um Ha 0Jioke R2)
JayHopyOuuuH 35 mr/m? Jens 5 DNR MI

Ha 0,9% NaCl 20 mu/mr* B kauectBe 24 yacoBoit nuapy3uu NaCl 0,9%__ma

*[1pn Hanm4ne nepuhepuIecKoro BEeHO3HOTO KaTeTepa, pa3Be/IeHHe He JJOIDKHO H3MEHSTHCS.
CoOTBETCTBEHHO YacTh (3. pacTBOpa B MapajuiebHON HH(Y3UN HE JOKHA yMeHbIIaThes. [lpu
HEHTPAILHOM JOCTYIIE MOKET ObITh BEIOpaHa JIt00ast KOHI[CHTPAIHUs.
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L-acnaparunasa Coli / PEG / Erwinia —ASP En

Coli-ASP (Fa. Medac) 10 000 Ex/ m® B/B

Jlens 6Ha 0,9% NaCl 250 mn/ m? B kauecTBe HHY3UM B TeUEHHH 6 4acoB

NaCl 0,9 % MJT
nma PEG-ASP (Fa. Medac) 1 000 ExY m? B/B Jenn
6Ha 0,9% NaCl 250 M/ m? B kauecTBe HH(Y3UH B TEUCHUH 2
9acoB
nm Erwinase (Fa. Speywood) 10 000 Ex/ m? B/m Iuu 6, 8,
10He pa3zBoas

OO0s3aTebHBIM SIBIISICTCSI OINPEJICIICHIE aKTUBHOCTH L-acmaparuHasbl B CHIBOPOTKE
KpPOBM Ha 5 JI€Hb OT MOMEHTa Hauajla acnaparuHasel, 2, 7, 14 gaum nocne IIOT-
acraparuHasbl, 2 JIeHb 1mocje Erwinase(riepe cieayronM BBeICHUEM ).

Hara: Bpau:
IIporokoua II-IDA (4acth 1)
bosbHOI: JlaTa poxieHus: Pocr:
cM Bec: KT. [Tmomaas MOBEPXHOCTH Tena: m?
JAeKcaMeTa3oH 6 mMr/ m? per os Huam 1-14 DEXA MI
CTYIEHYATOE CHUKEHUE J03BbI Juu 15-23
BUHKPHUCTHH 1,5 Mr/ m? B/B Hum 1, 8, 15, 22 VCR M

MaxkcumanbsHast 103a 2 Mr

uaapyOunuH 6 Mr/ m?2

B/B B Bujae 6-tu  JInu 1,8,15,22IDA MT
yacoBoii unpy3uu Ha 0,9% NaCl okoso 100 ma/mr*  NaCl 0,9% MJI

*[1pn Hanu4ne neprhepuIecKoro BEeHO3HOTO KaTeTepa, pa3Be/IeHHe He JOIDKHO H3MEHSTHCS.
CoOTBETCTBEHHO YacTh (pH3. pacTBOpa B MapasliebHON HHPY3UK HE JOJDKHA YyMEeHbIIaThes. [lpu
HEHTPAILHOM JOCTYIIE MOKET ObITh BEIOpaHa JIt00ast KOHI[CHTPAIUs.
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JlrombanbHas nynkuus 3-ms npenaparamu  Juu 1 u 15 (mpu LHHC permause u 8)

Bo3zpacr MTX ARA-C PRED(T01bKO B MTX Mr
cayvyasx
pa3pelieHus no
HHCTPYKUIMH) WU
JeKcaMeTa3oH 2
Mr
Ho 1 roma 6 16 4 Mr omHOBpE-
1 rox 8 20 6 MI' MEHHO ARA-C MI
2 roxga 10 26 & MI'  3HIOIIOM-
=crapiie 3 jet 12 30 10 Mr GanmbHO PRED Mr
L-acmaparunasa Coli / PEG / Erwinia —ASP En
Coli-ASP (Fa. Medac) 10 000 Ex/ m? B/B Jum 1,6,11,16Ha 0,9%

NaCl 250 mn/ m? B kauecTBe MH(Y3UN B TEYEHUHN 6 YaCOB

NaCl 0,9% MJI

unu PEG-ASP (Fa. Medac) 1 000 En/ m? B/ Jlum 1 1 11 Ha 0,9% NaCl 250 M1/ m? B
KauecTBe MH(Y3UH B TCUCHUH 2 YACOB

nmu Erwinase (Fa. Speywood) 10000 Exy m*8/™M  Hdum 1,3,5,7,9, 11,13, 15,17, 19 He

pa3Bojs

OO0s13aTeNBHBIM SIBIISIETCS OTIPEIeIICHIE aKTUBHOCTH L-acriaparuHasbl B CBIBOPOTKE KPOBH Ha 5 JIeHb
OT MOMEHTA Hauaia acnaparuHassl, 2, 7, 14 mau nmocne [131-acnaparunassl, 2 nens mocie Erwinase
(mepen ciaenyOUIMM BBEACHUEM).

Hara: Bpau:
IIporokoa II-IDA (4acts 2)
bosnbHOI: Jlata poxxneHus:
Pocr: cM Bec: KT. [Tmomaas MOBEpXHOCTH Tena: m?
nuKa0pochamun lr/mz,[[em, 29 (cm. nian uHpy3nu nukiaodochamuga) Tnoryanus 60

Mr/m? per 0s

e 29-43 6-TG Mr
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uuTapaduH 75 mr/m>  B/B Huu 31-34 1 38-41 ARA-C Mr

JlrombGanbHas mynknus 3-ms npenaparamu  Jau 31 u 38

Bo3zpacr MTX ARA-C PRED (ToabKO0 B MTX Mr
cay4dasix
pa3penieHus 1o
HHCTPYKIMH) WIH
AeKCcaMeTa30H 2

Mr
o 1 roga 6 16 4 Mr omHOBpE-

1 rox 8 20 6 M  MEHHO ARA-C____ wmr
2 roxga 10 26 & MI'  3HIOIIOM-

crapiue 3 et 12 30 10 mr 6amsHO PRED Mr

IIpopunakruka peorsl nepen ARA-C: JIuu 31-34 u 38-41

Y HEKOTOPBIX MAIMEHTOB HET HEOOXOAUMOCTH B TaKO# mpodriakTuke. OHAKO B CiTydae
HEe0OXOAUMOCTH HAa3HAYAIOTCS:

- JUMEHTUIpHUHAT B CBeuax (Bo3pacTHBIC 03b1) 3a 3 yaca nepeq ARA-C, ecnii HeoCTaTOYHO:
- OHJaHCeTpoH 5 Mr/ m? per 0s 3a 3 yaca Hepej HUTApPaOHHOM.

Hara: Bpau:

Ilnan uadysun merorpexcara (1r/m?/36 yacos)

bosbHOI: Jlata poxxneHus: Pocr:
cM Bec: KT. [Tmomaas MOBEPXHOCTH Tena: m?
MeTtoTpekcar Ir/m? Ioanas noza MTX Mr
1/10 no3st B Buae 30 munytHor uHdy3un  1/10 no3sr MTX Mr
Ha 5% nexcrpose okoso 50 mi nekcrposa 5% ma 9/10
10361 B Bue nHpy3un 3a 35 yac.30 mMuH. 9/10 no3b1  MTX MrHa
5% nexctpose okoio 250-500 mn/r MTX JeKkcTposa 5% MJI

Beenenue JieHKOBOPHHA

Jleiikopopun 15 Mr/m*> B/B na 48 yac JleiikoBopHuH MI
JeiikoBopun 15 mr/m?> B/B  Ha 54 yac JlelikoBopuH Mr

IMapannensHas nngys3usa_nauano sBmecte ¢ MTX (uac 0), undysus 48 vacos
NaCl 0,9% 1500 v/ m* NaCl 0,9% ML

+ 5% nexcrpose 1500 mn/ m? nekcrposa 5% MJI
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+ KCl 30 mmonw/n (nexctposa + NaCl) KCl MMOJIb

+ NaHCO3 (6ukap6onat) 40 Mmoutb/n (nekctposa + NaCl) NaHCO3 MMOJIb

N3mepenue pH moun, npu pH < 6,0:
Na-6ukap6onar 1 Mmonb/Kkr B Buae kopotkoit nHdy3un  NaHCO3 MMOJIb

B nuctunupoBanHoii Boge 1 mur/kr Aqua dest. M

W3mepeHue )KuaKocTHOTO OanaHca,
1pu 3ajepskke 6onee 500 M1/ m? Max 3aaepikka MJI

dbypocemun 1 mr/kr, MakcumanabHO 20 MT B/B dypocemun Mr

Jlaboparopusie uccnenoBanus: Na, K, Ca, Cl, Mg, 6enka, memnodnoit ¢pocdarassl, 6mupyonna,
KpeaTHHUHA, TpaHCAMHMHA3 Niepe Tepanueit u cycts 24 u 48 nocine Havyana napys3un MTX.
VYpoBHH MeToTpekcara Ha 36 u 48 vac nocne Havana nHpy3uu MTX

YpoBenb MTX Ha 48 yac cpa3y nocJjie u3aMmepeHus I0KJIAAbIBACTCA Bpavy.

Hara: Bpau:
IInan nagy3un nurapadbuna Ha 00ke F2
BonbHoi: Jlata poxxneHus:
Pocr: cM Bec: KT. [Inomaas MOBEpXHOCTH TENA: m?
Nudys3usa ARA-C
Buramun B6 100 mr/ M? nepen kaxnoit uadysueit ARA-C 4 x Buramun B6 MI

6-yacoBast IPO(UIAKTHKA KOHBIOKTUBHUTA (KarlJld BUUCETIT)

ARA-C 3 1/ M? 4 pasa uepe3 12 yacos 4 x ARA-C rHa 5%
nekctpose (oxosio 1r/50mur) B Buze 3-x yacoBoit MH(Y3UH

5% nekctpo3sa MJI

44



MMapaaneabHass UHPyY3UA

NaCl0,9% 1000 mu/ m? NaCl 0,9% MJI
+ 5% nmexcrposa 1000 mn/ m? nekcrposa 5% MJT
+ KCl 30 mmounw/ (mekctposa + NaCl) KCl MMOJIb

B BHJIe 24 yacoBOW MH(Y3UH

IMpoduaakTuka pBoTsI

OHJIAHCETPOH (TPOMUCETPOH) 5 MI/ M> per 0S WU B/B Kaxble 12 uacos
OH/JaCeTPOH Mr

repBas J103a IpH B/B BBEJACHUH BBOAMTCS 3a | yac, mpu npueme per os 3a 3 yaca 1o Hagama ARA-C

Jlaboparopusie uccnenoBanus: Na, K, Ca, Cl, Mg, 6enka, menounoit ¢pocdarassl, 6mupyonna,
KpeaTHUHHWHA, TPaHCAMUHA3 110 Mepe HaIOOHOCTH Tepe ] HauajaoM Tepanuu 1 cnycTs 24 u 48 mociue
Havana uadys3un ARA-C.

Hara: Bpau:
Ilnan undy3nu nurapaduna Ha 6aoke R1
bosbHOI: JlaTa poxeHus: Pocr:
cM Bec: KT. [momaae MOBEpXHOCTH TENA: m?

Nudys3us ARA-C

suTamMuH B6 100 Mr/ m? mepen kaxzoit uadysueit ARA-C 2 x ButamuH B6 Mr

6-yacoBast PO IITAKTHKA KOHBPIOKTUBUTA (KATUTH BHIUCETIT)

ARA-C 21/ m22 pa3a 4epe3 12 yacoB 2 x ARA-C r

Ha 5% nexctpose (okomo 11/50mi) B Buae 3-x yacoBoil nuHpy3uu

5% nekctpo3sa MJI

IHapaniaeabHas nuHPy3us

NaCl 0,9% 1000 M/ m? NaCl 0,9% MJI
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+ 5% nmexcrposa 1000 ma/ m? nekcrposa 5% MJI
+ KClI 30 mmonw/1 (nexctposa + NaCl) KCl MMOJIb

B BHJIe 24 yacoBOW MH(Y3UH

IMpoduaakTuka pBoThI

OHJIAHCETPOH (TPOMUCETPOH) 5 MI/ M? per 0S UJIU B/B Kax/ble 12 yacos
OH/JACeTPOH Mr

repBas 7103a IPH B/B BBEICHUH BBOJMUTCS 3a | yac, mpu npuemMe BHYTpPh 3a 3 yaca j0 Hadasia ARA-
C

Jlaboparopusie uccnenoBanus: Na, K, Ca, Cl, Mg, 6enka, menodnoit ¢pocdarassl, 6mupyonna,
KpeaTHHUHA, TpaHCAMHMHA3 TI0 Mepe HaJOOHOCTH Iepe]l HayaJloM Tepanuu U ciycts 24 u 48 nocne
Havana uadys3uun ARA-C.

Hara: Bpau:
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Ilnan ungys3un udgochamuaa na osoxe R2

bonbHoi: JlaTa poxxneHus:

Pocr: cm  Bec: KT. [Tnomans NOBEPXHOCTH TeNa:__ m?
HNudys3usa IFO Mum 1-5

MecHa 200 mr/ M? B/B nau 1-5 mepen [FO 3 x MecHa Mr

a Taxke Ha 4 u 8 yac nocie [IFO

udochamua 400 mr/ m2 IFO M
Ha 0,9% NaCl (okono 50 mi/m?) B/B 0,9% NaCl MJI

1 nenb: nepea Hadamom uHQpy3un MTX
2 IeHb: MOCJe OKOHYaHUs UHDY3Un

MTX 5 JICHb: nepen
Hapaﬂnenbﬂaﬂ I[aYHOPY6I/IHI/IHOM
uHy3us
NaCl 0,9% 750 mn/ m? NaCl 0,9% MJT
+ 5% nexcrposza 750 mn/ M2 nekcTposa 5% M
+ KCl 30 mmouw/1 (nexkctposza + NaCl) KCl MMOJIb

Juu 3-5 uadys3us B TedeHu 24 9acoB, B AHU 1-2 1OCTATOYHO MapajuiebHON HHY3UN
JUISIMETOTPEKCATA.

IIpodpunakTuka pBoThI

OHJAHCETPOH (TPOMKUCETPOH) 5 MI/ M per 0S MU B/B KaK/ple 12 4acos
OH/IACETPOH Mr

nepBas J103a 1Py B/B BBEJICHUH BBOJIUTCA 3a 1 Wac, mpu mpreMe per os 3a 3 yaca 10 HaJasia
IFO

JlaGoparopnsie uccnenosanus: Na, K, Ca, Cl, 6enka, menounoit ¢pocdarassl,
OnmpyOuMHa, KpeaTHHUHA, TpPaHCAMHHA3 B CTydae HeOOXOAMMOCTH K Haday
[FO undy3un.

Ilnan nndys3unu nukiaopochpamua Ha nporokoJie II-IDA
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MTX(Mmomb/m)

4

bosnbHOI: Jlata poxxneHus: Pocr:

cm  Bec: KT. [Tomanes MoBEepXHOCTH Tema: m
¢pypocemun (0,5 mr/kr, makc. — 20 mr) Ha 0, 6 vac /B (hypocemus Mr
MecHa (400 mr/ M?) B/B MecHa Mr
nukinodochamua (1r/ M2) CPH, r

B TeueHHe | yaca ¢ mapamienbHol nHpy3uen

IMapanueabHas uady3ua 24 yaca, Hayaio ¢ 0 yaca

NacCl 0,9% + 5% nexcrpoza 1:1 3000 M1/ m? NaCl 0,9% MJT
JaeKcTpo3a 5% MJI

¢ KCl 30 MMOIB/1 KCl1 MMOJIb

1 MECHa 400 mr/n MecHAa MI

W3mepenue )uaKoCTHOTO OanaHca,

2

npu 3a7epkke quypesa 6oiee 300 Mo/ m MaKCHMAaJIbHAs 3a/Iep:KKa quype3a

MJT
dbypocemusr B/B (103bI CMOTPETH BBIIIIC)

IIpopunakruka peorsl (dac 1, 12)

OHJIAHCETPOH (TPONHUCETPOH) 5 MI/ M? per os M B/B OH/IACETPOH

[IpoBepsieTcs kaxas HOPLUS MOYH.

JlaGopaTopHble ncciIe0BaHuUs: TpaHCAMUHAa3bl, OEJIOK, 1enodHas ¢pocharaza, OMIUpyOUH,
KpeaTUHHHA, eKTposnThl Ha 0 u 24 yac.

[Hara: Bpau:

Beenenue (poJimeBoil KHCJIOTHI IPU

Tepanuu merorpexcarom (1 r/m?/36uacos)

48

MI




3 45 mr/m*

2 30 mr/m?

1 15 mr/m?

be3 dhonmeBoit KuciaoTh

364248 5460 66 7278 84 90 96 uacel nocye Hayana MTX

[IpaBuio: MTX (na 36 yac) < 10,0 pmoasn/i, MTX (Ha 48 yac) < 0,5 pmob/a

Beenenue Yacel JletikoBopuH B/B
48 15 mr/m?
54 15 mr/m?

OKOHYAaHHE TCpaAIInu

Otkionenus: MTX (1a 36 yac) > 10,0 pmoas/a n/unu MTX (na 48 yac) > 0,5 pmos/a

- YPOBeHb METOTpPeKcaTa onpeaessieTcst Kax/able 6 4acoB
JIEHKOBOPUH BBOAUTCS B/B 110 ypoBHS MTX < 0,25 umons/n

J103BI: COIIacHO AUarpaMMe, B COOTBETCTBUM C 6-4acoBbIMU U3MepeHussMu ypoBHst MTXHauvano:

KaK TOJIBKO OIpE/ICJICH YPOBEHb METOTPEKCaTa.
MTX48 > 2,0 pMoub/a: hopcupoBaHHKI MET0UHOH auypes 3 1/M°

MTX48 > 5,0 pmoab/a: - kapbokcunenTuaaza

- OpCHUpPOBaHHBIH METOYHOM Iuypes 3 1/M>

- o3a neiikoBopuHa (Mr) = Bec (Kr) X ypoBeHb MTX42 (umoms/m)
JanpHemas q03a JeHKOBOPUHA 3aBUCHUT OT 6-TH 4acOBOTO M3MepeHust ypoBHs MTX 110 aToro

cHkeHus (auxe 5,0)

49



50



HALIMOHAJIBHBINM KJIMHUYECKUN MTPOTOKOJI
MO MAJIUATUBHOM MOMOIIHU ITO HO30J0I'nu
«PEIIMIUB OCTPOI'O JIMM®OBJACTHOI'O
JEWUKO3A Y JETEW»
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ITanauaTuBHAsA NOMOIIDL
https://liverfoundation.org/ru/

1. Iloxka3zanus AAS  TOCHUTAIU3ALMNH B  OPraHu3aunmio no
KAa3aHMI0 NAJJIMATUBHOM MOMOIIIN:

- HaJIM4Me MOATBEP:KICHHOTO TMarHo3a MporpeccupoBaHus OMyX0JIEBOro Mmpolecca y
OHKOJIOTUYECKUX OOJBHBIX;

- pa3BHUTHE TAKEIOTO XPOHUYECKOTO OOJIEBOTO CUHAPOMA, YXYAIIAIOIIEr0 KAa4eCTBO
KU3HU OHKOJIOTUYECKHX OOJHHBIX.

2. YcaoBus Ui TOCHUTAJU3ANUN B OPraHU3alMI0 110 OKa3aHHUIO MAJUTMATHBHOMN
IIOMOIIINA: CTaLII/IOHapHaH 148 CTaLII/IOHap 3aMeclIaromiad MCIUIIMHCKAas ITIOMOIIIb.

3. ean okazanus NAVIMATUBHOM MOMOIIM — YITYUYIIICHUE Ka4yeCTBA )KU3HHU.

4. TakTHKa OKa3aHNA NAJTJIHATHBHOMN MOMOIIM:

[IIT netsM BKIIIOUAIOT «KOHTPOJIb CUMIITOMOBY, «COLUANIbHYIO MEPEIBIIIKY», «BEICHUE B
TepMUHAILHON cTamuu 3aboneBanus», «III1 B KpU3UCHBIX COCTOSHUAX», «24 dacoBas
nojaepKKa 1mo TenedoHy 7 AHEW B HENENI0», «IICUXOCOIUATbHAS TIOMOIIBY,
«KOHCYJIBTUPOBAHKEY, «MHPOPMAITMOHHYIO TIOJACPKKY», «bereavement» (TopeBaHue).

HemenukamMeHTO3HOE JieUeHHE:

PEXKUM 1O TSIKECTU COCTOSIHUS MallUeHTa.

I-ctpornii

MOCTEIIbHBIM;

II —

MOCTEIIbHBIM;

[MI-nanatHbIi

(MOMyMOCTENBHBIH ),

IV — cBoOOHBIH (00mTHIT).
- Hueta: cron Nel 1, cton Nelb, cton NeSIT (¢ nckimroueHuEM OCTPHBIX, )KUPHBIX, )KaPEHBIX
Omol, B TO K€ BpeMs, BBICOKOKAJOpHiiHAas AuWeTa C TMOJYTOPHBIM TIO0 CPaBHEHHUIO C
BO3PaCTHHIMM ~ HOPMAaMM  KOJIMYECTBOM O€JIKOB, BHUTaMHUHU3MpOBaHHas, Ooraras
MUHEPATLHBIMH BEIIECTBAMU; TIPU HA3HAYCHUHU TIFOKOKOPTUKOUIOB PAIIMOH 000TaImaoT
MIPOYKTAMHM, COAEPKALIMMU MHOTO COJIEH KAJIUS U KAJIBLIMSL.

MeauxkaMeHTO3HOE JIeUEHHE:

] [MannmuaTuBHAS TOMOIIH TPH AHOPEKCHH/KaXEKCHH

IIpu racTpocrase u paHHeM HACBhILEHUH — IPOKHMHETUKH: METOKIIONPaMU/] IEPOPATIBLHO,
B/M WM B/B (I03UPOBKA JETSAM B BO3pacTe oT poxkaeHus a0 12 et no 0,1 mr/kr 2-3 paza
B JIEHB; JIETSIM B Bo3pacTe cTapie 12 yiet mpu macce tena a0 60 kr o 5 mr*3 pasa B 1¢Hb;
JeTsIM B Bo3pacTe crapiie 12 ner mpu macce Tena cbime 60 xr mo 10mr*3 pasa B 1eHb).
IIpu aHopekcum ¢ npekaxeKkcuei WM KaxeKkcruel — METHIINPEIHU30II0H S5-15 Mr B CyTKH

WIM IeKCaMeTa30H 2-4 MI' B CyTKU KypcaMu 1o 5-7 AHEW epopajibHoO.

° DHTepallbHOE MUTAHUE Y «MAJUTHATUBHBIX OOTBHBIXY.

OcHoBHas sHepreTuyeckas MOTPEeOHOCTh y JAeTeil 3aBUCHUT oT Bo3pacrta: 0-6 mec. 115
KKaj/kr/cyt, ot 7-12 mec. 105 kxan/kr/cyTku, ot 1-3 roga 100 kkan/kr/cytku, ot 4-10
netr 85 kkan/kr/cytku, ot 11-14 ner 60 kkan/kr/cyTkm st ManbdukoB U 48-50

KKaJI/KI/CYTKW Juid  JieBouek, 15-18 mer 42 kxan/kr/cyTku (Anasi ManbyukoB), 38
KKaJI/KI/CyTKH (IJ1s1 IEBOYEK), «HOpMallbHas» MOTpeOHOCTh B Oenkax 0,6-1,5 r/kr/cyTkwu,
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noTpeOHOoCTh B kupax 2-4 r/kr/cytku (35-50% oT obmiero koiopaxka),moTpeOHOCTh B
yrieBojax 2-7 r/kr/cytku (40-60% ot o01iero kagopaxa).

Pacuer nuetsl mpoBOAUT Bpay.

dakTophl pUCKa MO Pa3BUTHIO HAPYLICHUS MMUTAHMS: HECTIOCOOHOCTh MPUHUMATD THIILY B
TeueHuu 4-7 qHei u 6oee; yMEHbIICHHE MacChl Tena Ha 5% 3a ociaeHui Mecdll 1 6onee
10% 3a mocnenHue MOJATro/1a; AHAMHECTHYECKHE JAHHBIE O HEIOCTAaTOYHOM MOJYYECHHH
OenKa U KaJopuil B TEUCHUH JUIMTEIBHOTO BPEMEHU; IceBA00YIb0apHbIe U OyibOapHbIe
paccTpoONCTBa; YMEHBIIICHUE MBIIIEYHOW MAacChl, OTEKU U JIPSOIOCTh KOXKH.

[Ipy HEBO3MOXKHOCTH OOBIYHOTO MPHEMA KUAKOW W/WIM TBEPAOH IMHIU HCIIOIH30BATh
MATHE /WU TTUTAHWE Yepe3 30H,1 U TaCTPOCTOMY.

o[ [ajmmaTUBHAS IOMOLIb IPU MIPOJICIKHAX, PACIIANAIOIIMNXCA HAPY/KHBIX OIyXOJIAX.
[TpuumHBI: MaJONOABMKHOCTb, KaTa0oJIM4yecKas HANpaBICHHOCTh OOMEHA BEIECTB,
YA3BUMOCTB KOXKH K Mallepaliui ¥ paHEHUSM.

[IpodunakTrka nponaexxHe:
—  cIenuanbHbIE MaTPachl;

- 0o0opy0BaHNE U TPUCIIOCOONICHUs (TIOJBEMHHUKH WA CHEIHATbHBIC PEMHH) JUIS
MepeMeLIeHHS Jiexadero 60JIbHOT0;

—  npoduiIaKTUKa TPaBMHPOBAHUS KOXH (OCTOPOKHO CHUMATh OJSXKIY U TIp.);
yCTpaHeHue mpeapacnoyiaralomux (akTopoB (YMEHbLIEHHE WM OTMEHA CTEpPOMJIOB,
ONITUMH3AINS TUTAHUA);

—  mpodumakTuka 60JIEBOTO0 CHHIPOMA MTPH TIEPEBI3KE;

- KOCMCTHYCCKUC IMPUCMIICMBIC JIA p€6€HKa MOBA3KH, JOKYMCHTUPOBAHHUC BPCMCHU
HAKJIAJbIBAHUS U CHSTHUSI TOBS3KH.
HpI/I pacmagaromuxcsa 3JIOBOHHBIX 3JIOKAQYCCTBCHHBIX OIIYXOJISIX — MCCTHO JJId
YCTpaHEHUs 3amaxa TMOBsS3Ka C aKTUBUPOBAaHHBIM YTJIEM, Kajlo- U MOYENPUEMHUKH,
MCTPOHUAA30]1 MCCTHO, MCII U CaXap MCCTHO, AJId MOMCIICHUS — OCBCIKUTCIIN BO3/1yXa,
apoMaTH4ecKHe MacJa.
OC06CHHOCTI/I naJlJIMaTUBHOI'O JICUCHUA:
Bonp mpu cMeHe TOBS3KH/TUIACTBIPS —  OBICTPOJCHCTBYIOIIME  aHAJIBI€THKHU
(HEeHapKOTHYECKHE WM HAPKOTHUYECKHE), MECTHBIE aHECTETHKHU; O0JIb IPUCYTCTBYET BCE
BpeMs1 — pEryJISIpHBIM IPUEM aHAIIBI€TUKOB.
AJIropuTM™:

[Tar Nel: mpodummakTrka MposiesKHEH U TPUTEPTOCTEN;

[ITar Ne2: mpu mokpacHEHUH/Malepalii — Ma3H ¢ IMHKOM WJIM TUICHOYHBIC TUIACTHIPH;
[Tar Ne3: npu u3bA3BICHUU KOKHU — TUAPOKOJUIOUHBIE IIACTHIPH;

[Tar Ne4: mpu wWHPUIMPOBAHWM — THUIPOTEIW/TIACTHI, yOpaTh TOPaKEHHBIC WU
OTMHpAIONINE TKAHW, MPHU LEJUTIOJIUTE WIM THOWHOW WHQEKIUH — TMepopalibHbIE
AHTUOMOTHKY C ONpPEIEICHUEM YyBCTBUTEILHOCTH;

Hlar Ne5: mpu OGOJBIIMX M3BS3BICHHBIX MOJOCTSIX — aHAIBIETUKH HEHAPKOTHYECKUX

TPYII WU IEHHBIE MOBS3KH [Tl 3al0JIHEHUS
[Ilar Ne6: mpu 37T0BOHHBIX pacHafaroOlIMXCS 3J0KAYECTBEHHBIX OIMyXOJSIX —
BO3/ICHICTBOBATh Ha pa3Mep W BHEIIHUN BUJ OMyXOnH (MCCEYEHHE KpaeB, yAalieHUE
MyTeM XUPYPrUYECKOro BMEIIATENbCTBA, PAAHOTEpANus, XUMUOTEpAnHusl); aJblUHATHI
100 MEHHBIE MTOBS3KU C aKTUBUPOBAHHBIM YTJIEM; MIOJTHOCTHIO OKKITIO3HOHHBIC MOBSI3KH,
METPOHHUAA30J1 MECTHO U BHYTPb UJIU B/B;
[ar Ne7: xpoBoTouarmiast pana — pactop snuHeppuHa 1:1000 MecTHO; pagroTepanus;
UCIIOJIb30BaTh HEAATe3UpYIONIe U CMOYEHHBbIE B M30TOHMYECKOM PacTBOPE HATPHUS
XJIOpH/JIA TIOBSI3KU.

] [MannuaTuBHAS TOMOMIH TPU 0OJIEBOM CHHIPOME
[Tpunuuner 06e300aUBaHUs — JIEUUTh NMPUYMHY, JISKAIYI0 B OCHOBE, ONPEACIUTh THII
0onM (HOUMIIENITUBHAS, HEHpOIMaTUYecKas), HCIONb30BaTh (HAPMAKOIOTUYECKUE U
He(hapMaKoJIOTUUECKHE  METOJbl  00e300JIMBaHUs, TNPUHUMATh BO  BHHMaHHUE

53



NICHXOCOIMAJILHBIN cTpecc Yy peOeHKa; peryisipHO OLEHUBATh B JMHAMHUKE CTaTyc O0IHMU
OTBET HA JICYCHHUE.

Hedapmakonornaeckue MeToap 00€300IUBaAHUS:

—  OTBJICKAIOIIHUE METOABI (TEIJIO, XOJIOJA, NMPUKOCHOBEHHME/MACCaX), YPECKOKHAS
AJIEKTPUYECKAsi CTUMYJISIIIUSA HEPBOB, UTJIOYKaJIbIBAaHUE, BUOpALKs, apoMaTepanus;

— MICUXOJIOTHYECKHE METOJbI (OTBJICYCHHE BHHUMAHHWS, TCHUXOTCXHHUKA HAJOKCHHS
06p8.38., penaKcauHH, KOTHUTHUBHO-IIOBCACHYCCKAas TepaHI/ISI, My3BIKaJIBHa)I TepaHI/IH,
THUITHO3).

DapMaKoIOTHUECKUE METOIBI:

AHanbreTHKH HEHAPKOTUYECKUE U HAPKOTUYIECKUE:

[TpUHIMITEI HCTIONB30BAHUS: «Y€Pe3 POT» - 0 BO3MOKHOCTH TIEPOPAITBLHO, «IT0 Yacamy -
peryssipHo 1o TpaduKy J0 TOTO, KaK 3a00JUT (C y4eTOM Nepuoia NEHUCTBUSIIpEnapara);
«MHAUBUAYATBHBIA TOAXO0M K peldeHKy» - 00e3001MBaHUE C Y4EeTOM OCOOEHHOCTEH
KOHKPETHOTO PEOEHKa; «I0 BOCXOMSIICH» - OT HEHAPKOTHUYECKUX JO0 HAPKOTUYECKUX
aHaJIbIEeTUKOB, Jajiee — IMOBBIIIEHHE T03bI OITMaTa 10 00e300JIMBaHuUs.

AHaJII:I‘eTI/IKI/I AAbHOBAHTHBIC B B03paCTHI>IX I[O?)I/IpOBKaX (ILOHOJIHI/ITGHLHO K
HEHAPKOTHYCSCKUM M HAPKOTHUCCKUM aHATBIeTHKAM ):

—  KOPTHKOCTEpOMJbl (IEKCAaMETa30H, IPEIHU30JI0H) IpPU CHABICHUM HEPBHBIX
KOPEIIKOB U CIIMHHOT'O MO3Ta; aHTHU/IETIPECCAHThl (AMUTPUNTUINH) MpU 00JH, CBA3aHHON
C TMOBPEXICHUEM HEPBOB; aHTUAIMIICNTHYECKHE MTpenapathl (rabarneHTH, kKapdaMazeniH
— JIETSIM J10 6 JIET B OKCTPEHHBIX CIIy4asix) MpU pa3IMYHbIX BUIaX HeHponaTHueckoi 00u;
CMa3MOJIMTUKU (THOCUUH) IpPU BUCIEPATbHONW OO0JIM, CBSI3aHHOM C PACTSHKEHUEM WIIH
KOJIMKaMU; MBILICYHbIE PEIaKCAHThI MPU JUCTOHUU/MBIILIEYHBIX CIIa3MaXx.
Anroput™M 00€300JMBaHMS B TNAJJIMATUBHOW TIOMOIIM Yy JETeH ¢ OHKOJOTHYECKOU
MIATOJIOTUEH:
[lar  Nel: HEHApPKOTUYECKHUE AHaJIbI€TUKHU (mapaueramon,

noynpodeH, +/-albIOBaHTHBIC AaHAJIBIETUKH;
[Mar Ne2: cnabple HAPKOTHYECKHE aAHAIBIETHKU (TpaMagoil) + HEHAPKOTHYECKHE
aHaJTeTUKU (TapaneTamolt, H0ynpodeH,) +/- aJbloBaHTHBIC aHAJIBT €THKHU;

[Ilar Ne3. cunbHBIE  HAPKOTHYECKHE AQHAJIbI€TUKH (MmopbuH  wIHM
dbeHnTanm) +/-

4. HeHapkoTu4ecKkue aHAJIbIeTHKH
https://www.google.com/search

o IMapaueramon (aneramuHogeH) BHYTPb, 1032 HachIeHH 20 MI/KT OJTHOKpPATHO,
3areM mojjepx)uBatomias no3a mo 10-15 mr/kr kaxasie 4-6 4acoB; pEeKTaIbHO 032
HachimeHus: 30 MI/Kr OJHOKpaTHO, 3aTEM TOICPKUBAIOIAs /1032 10

20 Mr/kr Kaxpie 4-6 4acoB; Y MEYESHOYHOW U TIOYEYHON HEIOCTATOYHOCTH HEOOXO UM
CHIKEHME JT03bI M YBEJIMUEHHE MHTEpBaia 0 8 4acoB. Y aeTei B Bo3pacte oT 1 10 29 nuen
no 5-10 mr/kr xaxnisle 6-8 4acoB; MaKCUMyM 4 103kl B CYTKHU; AETAM B Bo3pacte oT 30
nHer o 3 Mec. mo 10 Mr/kr kaxasie 4-6 yacoB, MakCUMyM 4 103kl B CYyTKH. [leTsM B
Bo3pacte oT 3-12 mec. 1 ot 1-12 et mo 10-15 mr/kr kaxapie 4-6 4yacoB, MakcuMyM 4
T03bI B CYTKH, HE OoJiee | T 32 OJIMH TIpHeM.

o HNoynpoden BHYTpS M0 5-10 Mr/Kr Kaxable 6-8 4acoB; MaKCUMAaJIbHAS CyTOYHAS
no3a 40 Mr/kr.

Caa0ble HAPKOTHYECKHE AaHAJIbIeTHKHU
https://www.google.com/search

o Tpamanoa BHYTph JeTsSM B Bo3pacte oT 5-12 et mo 1-2 Mr/kr kaxnsie 4-6 yacoB
(MakcumanbHO crapToBas jgo3a mo S50 wmr*4 pasa B CyTKH), yBEJIMYHMBATH TIPHU
HEOOXOAMMOCTH 10 MaKCUMaJIbHOM /10361 0 3 Mr/kT (vwm 100 Mr) kakasie 4 yaca; AeTsIM
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B Bo3pacte oT 12-18 ner craproBas no3a no 50 Mr kaxzasie 4-6 4acoB, yBeJIMYUBATh IIPU
HeooxoaumocTH 110 400 Mr B CyTKH.

CuibHbIE HAPKOTHYCCKUE AaHAJIBI€TUKH

o Mop¢un — nocne perucrpauuu B PK:

—  HayaJbHBIE CPEJHUE TEpaleBTHUUECKHUE J103bI BHYTpb B Bo3pacTe oT 1-12 mec. mo
0,08-0,2 mr/kr kaxasie 4 gaca; B Bozpacte crapmie 12 mec. mo 0,2-0,4 Mr/kr uepe3 poT
Kaxkapie 4 gaca (MOKeT OBITh Ha3HAYEH KaXKIble 6-8 4aCOB y HOBOPOXKICHHBIX WIH MPH
MMOYCYHOMN/TIEUEHOYHOU HEOCTATOYHOCTH).

—  IpU TNEpeBOE C MEpPOpalbHOr0 IyTH Ha Jpyrue — I0JIb30BaThCsl HpaBUIAMU
HKBHUAHAJIBI€TUYECKUX 1103 (1032 MOp(duHA JUIs TI/K BBEACHUS B 2 pa3a MEHbIIE JI03BI,
IIPUHUMAaEeMOil depe3 poT; 103a MOppHHA Il B/B BBEAEHHUS B 3 pa3a MEHbILIE 03Bl
Mop¢uHa, IPUHUMAEMBII Yepe3 poT).

Mopdun Ha3HAuUaTh «IO Yacam», a He «Io TpPeOOBaHMIO»: MOP(HUH KOPOTKOTO
JeUCTBUS — Kakable 4-64acoB, MOP(QHH MPOJOHTMPOBAHHOTO AEHCTBUS — Kaxkaple §8-12
9acoB.

° Mop¢uH KOPOTKOIO AeiicTBUA —CTaPTOBBIE J103bI:

- BHYTPbh WJIM PEKTaJIbHO B Bo3pacte oT 1-3 mec. mo 50 MKI/Kr kKaxaeie 4 daca, B
Bo3pacTte oT 3-6 mec. mo 100 Mkr kaxnele 4 yaca, B Bo3pacte oT 6 mec.-12 jer mo
200MkT/KT Kaxabie 4 yaca, B Bozpacte oT 12-18 met mo 5-10 mr kaxkapie 4 yaca;

—  TOJKOKHO OOJIIOCHO WJIM B/B CTPYHHO (B TeUEHHMH MUHIUMYM 5 MUH) B Bo3pacTe J10 1
Mec. 10 25 MKT/KT KaK/Ible 6 9acoB, B Bo3pacte oT 1-6 mec. mo 100 MKI/KT Kakapie 6 4acos,
B Bo3pacte oT 6 Mec.-12 mer mo 100 mkr/kr kaxaple 4 yaca (MakCUMalbHO pa3oBas
cTapToBas 03a 2,5 Mmr), AeTsM B Bo3pacte oT 12-18 mer mo 2,5-5 mr xaxasie 4 daca
(MakcuMasIbHO cyTouHas A03a 20 MI B CyTKH);

—  IPOJOJDKHUTEIbHAS MOJAKOXKHAs WIM B/B MH(Y3US CO CKOPOCTHIO: B BO3pacTe 110 1
MecC. 10 5 MKI/KT B 4ac, B Bo3pacTte oT 1-6 mec. mo 10 MKI/Kr B yac, B Bo3pacte oT 6

Mec.-18 netr mo 20 mkr/kr B yac (MakcumyMm 20 mr 3a 24
yaca); Y BeJIM4eHHE Pa30BOU U CYyTOYHOM 103bI:

- BapuaHT | — yBETWYUTH Pa30BYIO /103y MopduHa 11 peryispHoro npuema Ha 30-
50% ot npeaplTyie 10361;

- BapUaHT 2 — CyMMHPOBATh BCE J03bI MOp(HHa 3a mocnennue 24 yaca u pa3ieinuTh
MOJIyYEHHYI0O CyMMy Ha 6, YyBEJIMYUTh Ha 3TO YUCIO KAXKIYI PErYyJSpHYIO 03y,
MpUHUMAaeMble Kaxable 4 Jaca, Takke He0OXOIUMO YBEIUYUTDH 103y JJISi KyNHUPOBAHUS
MPOPBIBHOM O0JIH, TaK KaK YBEIHMUUIHCH PETYJISPHBIC H036I.

o Mop¢duH nNpoJIOHTHPOBAHHOIO (VIUTEJIbHOI0) 1eHCTBHUS — I1OCIIC PETUCTPAIUU B
PK (unm MeyieHHO BBICBOOOKAArOIIHIICS MOP(DHH):

—  CyTOYHas J03a paBHAa CyTOYHOW 03¢ MopduHa OBICTPOro AEWCTBUS UYEpe3 POT;
pas3oBas J103a MOpQHUHA TPOJOHTHPOBAHHOTO JCWCTBUS PaBHA IOJIOBHHE €TO CYTOYHOMH
J03b1, U KyIHUPOBAHUS MPOPHIBHON OO0JIM MCIIONIB30BaTh MOP(UH OBICTPOro ACHCTBUS.
Pacuer mopduHa a1 KynmupoBaHUs IPOPBIBHOM O0JIH:

—  eClIlM TNpH PEryJsIpHOM IpueMe OO0ib MOSBISIETCS MEXAy [03aMH MOpQHHA,
pacluCaHHbIMK «I10 Yacam», Ha3HAYUThb 103y MOp(HHA Ul KyIHPOBAaHUS MPOPBIBHON
6onu; 03a A KynmUpOBaHUS MpopbIBHOM Oonm cocraBisier 50-100% ot Toii pa3oBoi,
KOTOpasi MpUMEHSETCS KaKIble 4 yaca, WM pacCUMUThIBAETCS Kak 1/6 oT o0miel cyTouHOM
70361 MOp(QHHA, TPUHUMAEMOM B JaHHBIH MOMEHT; 1032 I KyIHpPOBAHUS MPOPHIBHOMN
O6omu nomxkHa OBITH JaHa He paHee 4yeM uepe3 15-30 MHMH. OT HpeAbLIyIIeronpuemMa
pernapara.

Otmena mop¢uHa:

—  OTMeHa IpHeMa MpenapaTa HOoCTeneHHo Ha 1/3 kaxaplie 3 JHs.
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° @eHTaHWA: 103y (EHTAHWIA YBEIMYUBATh 10 JOCTHKEHHS 00€300IMBAIOIIETO

s dexra.

o DeHTaHUT KOPOTKOro (0bICTPOro) AelcTBHUS — [10CJIE PETUCTPALIUU B
PK:CraproBas pazoBas go3a:

—  TpaHCMYKO3aJbHO B Bo3pacTe oT 2-18meT u ¢ maccoil Tena 6onpme 10 kr mo 15
MKT/KT (YBETUYUBATh IIPH HEOOXOIMMOCTH 10 MaKCUMaIbHOM 0351 400 MKT);

—  UHTpaHa3aJbHO B Bo3pacTe oT 2-18 meT mo 1-2MKI/Kr (MakcHMMajbHO CTapTOBas
no3a 50 MKr);

- B/B (MEIUICHHO 3a 3-5 MHH) B Bo3pacte 10 1 roma mo 1-2 MKr/kr kaxasie 2-4 yaca;
JeTsIM B Bo3pacte nocie 1 roga mo 1-2 Mxr/kr kaxasie 30-60 MuH;

—  B/BumMTeNnbHas HHQY3US B BO3pacTe 10 1 roga —HavaTh CO CTApTOBOM 103l CTPYIHHO
B/B 1-2 MKT/KT (3a 3-5 MHHYT), 3aT€M IMOCTaBUTh TUTPOBATH CO CKOPOCTHIO 0,5-1 MKI/KT B
yac; B Bo3pacte mocie 1 roma — HayaTh CTapTOBOM J03bI CTpyiHO 1-2 MKr/kr (3a 3-5
MHUHYT), 3aTE€M TUTPOBATH CO CKOPOCThIO | MKI/KT B Hac.

° @eHTaHU NPOJIOHTHPOBAHHOIO AeiicTBUS (B MIACTHIPAX):

—  «pasmep» (WnaM  J03a)  IUIACTBIpSA ~ PACCUMTHIBAETCS  HAa  OCHOBAaHUU
9KBHAHAIBI€TUYECKON CYTOYHOH JT03bI IEPOPATHLHOTO MOp(HUHA: YTOOBI PACCUNUTATHIA03Y
IJIACTBIPS, HY’KHO 103y MOp(HHA MOJTy4aeMoro uyepe3 poT, pa3faeauTs Ha 3;

— noclie HAKJICHBAHMS IUIACTBIPS HEOOXoauMo okoiio 12-24 gac, 4TOOBI JOCTUYH
00e300MBaHMsI; TIOCNIC TIEPBOTO HAKJICHMBAaHUSA TUIACTBIPS B TeueHue 12-24 wac.
MPOIOJDKAETCSl BBEACHUE aHAIBIETHKOB (HarpuMep MOp(hUH Kaxkple 4 Jaca).

—  7103a (peHTaHUIa YBEIUYUBACTCS 10 AOCTHXKEHHsI 00e300muBaroero 3¢dexra

AIBbIOBAHTHBbIE AHAJIBIeTHKH
https://www.google.com/search

° AMUTPHUIOTHJIMH BHYTPb B Bo3pacte ot 2 1o 12ner 0,2-0,5 mr/kr (Makcumym 25 mr)
Ha HOYb (IIPH HEOOXOAMMOCTH MOXHO YBEIWYHTH 03y M0 1 MI/Kr*2 pasa B JIeHb),B
Bo3pacte oT 12-18 mer 10-25 Mr Ha HOYB 4Yepe3 pOT (MpU HEOOXOAMMOCTH MOXKHO
YBEJIMUYUTH A0 75 M MaKCUMyM).

o Kap6amazenun BHyTph 5-20 MI/Kr B CyTKHM B 2-3 mpuemMa, yBEIHYHUBATH 103y
MOCTENIEHHO, 4TO0BI M30ekaTh MoO0YHBIX 3(p(eKToB (IeTsM A0 6 JIeT B 3KCTPEHHBIX
CiTydasix).

° I'aGaneHTHH BHYTPBH, B Bo3pacte oT 2-12 set: aeHs 1 mo 10 Mr/Kr oMHOKpATHO, JIEHb
2 no 10 mr/kr*2 pasa B JieHb, feHb 3 o 10 Mr/kr*3 pasa B eHb,10IJICPKUBAIONIAS 1032
mo 10-20 mr/kr*3 pasa B aeHb; B Bo3pacte 12-18 net: menp lmo 300 mr*1 pa3 B neHb,
nenb 2 o 300 Mr*2 pasa B JieHb, 1eHb 3 o 300 Mr*3 pasa B 1eHb, MAKCHMAaJIbHAS J103a 1O
800 mr*3 pasa B 1eHb.

OTMeHa TPOBOJIUTCS MEIJIEHHO B TeueHue 7/-14 nHell, He UCMONB3YIOTCS y JAETe ¢
MICUXUYECKUMHU 3a00JIeBaHUS B aHAMHE3E.

° JAua3zenam (nepopaibHo, TpaHCOYKKaJIbHO, /K, PEKTAILHO) B BO3pacTe oT 1-6 meT
no 1 mr B cyTku 3a 2-3 npuema; B Bo3pacte 6-14 net o 2-10 mr B cyTku 3a 2-3 npuema.
Hcnonk3yeTcst mpu acCOLMUPOBAHHON ¢ OOJIBIO TPEBOT'E U CTpaxax.

o I'mocuuna 0yTuadpomua B Bo3pacte oT 1 Mec. 10 2 net — 0,5 MI/Kr nmepopajibHO
KaxkJiple 8 4acoB; B BO3pacTe 2-5 JIeT Mo 5 MI MepopalibHO KaxAble 8 4acoB, AECTSIM B
Bo3pacte 6-12 net mo 10 Mr nepopajibHO Ka)Jble 8 4acoB.

° IIpeanu30J10H 1o 1-2MI/Kr B IeHb IPU YMEpEHHON HelponaTudeckoit 00mu, 6011 B
KOCTSIX.
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° JlekcaMeTa30H Npy CUJILHON HeliponaTHyeckon 60u.

o KeramuH: mepopanbHO WM CyOJWHTBaIbHO ACTAM B Bo3pacte 1 mec.-12 mjer
craproBas go03a 150 MKr/Kr kaxzaple 6-8 4YacoB WM «IO0 TpeOOBaHUIO», TIPHU
HEd(PPEKTUBHOCTH TMOCTENEHHO YBEIMYHBATh Pa3oByI0 103y (MakcumyMm 50 mr); m/k
WIH B/B ITUTENbHAS HH(Y3US ACTSAM B Bo3pacte cTapiie 1 mec. — ctapToBas 103a 40 MKr/Kr
B Yac, MOCTCTNICHHO YBEIMYMBATH JO JOCTIDKEHUS 00e3001uBaHus (MakCHUMaIbHO
100MKT/KT B Hac).

BoJib B KOHIIE KM3HHU (B TEPMUHAJIBHON cTaguM 00J1€3HN):
https://apps.who.int/gb/ebwha/pdf files/EB134/B134 28-ru.pdf

[Ipu mporpeccMpoBaHWU HapyIICHHUS CO3HAHUS, CHW)KCHHU CHOCOOHOCTH TPUHUMATH
JIEKapCcTBa 4epe3 POT, OTKA3e OT MEepOpaibHBIX aHATBIETUKOB — AllbTEPHATUBHBIC ITyTH
00e300muBanus (TpaHCOYKKAJIBHBIA, PEKTAJbHBIM, B/B, Yepe3 HA30TacTPaJbHBIA 30H]I,
TPAHCACPMAJIbHBIC IUIACTBIPU U HO,Z[KO)KHO), NMOPTATUBHLIC MIIPUIICBBIC HACOCHI JIA
BBCJICHUSI AHAIBIETHKOB BMECTE C CEHATUBHBIMA W TPOTUBOPBOTHBIMH ITOAKOXHO;
(eHTaHUIIOBBIN TUIACTHIPb.

¢ JlajumaTtuBHas NoMoIb npu KOMIIPeCCHH CIIMHHOT0 Mmo3ra:
https://www.euroonco.ru/publications/kompressiya-spinnogo-mozga-s-
metastatazami-v-pozvonochnik

[TpuunssL: UHTpaMeyJUIIpHbIe MeTacTasbl, UHTpaJypajbHbIE  METacTasbl,
SKCTpaAypajbHas KOMIpeccus (MeTacTas3bl B TEJO MO3BOHKA, KOJUIAIC MMO3BOHOYHHUKA,
HapylIeHHe KPOBOCHA0KEHNs ). AITOPUTM MAJTHATUBHOTO JICUCHHS

[Mar Nel: mexcamerazoH (B Bo3pacte a0 12 ner 1-2 MI/KT B CYTKH C TOCTETICHHBIM
CHIDKEHHEM J03bl 10 NOepKUBAIOLIE; B Bo3pacte oT 12-18 et — 16 mr 4 pasa B cyTku
C MOCTENEHHBIM CHUKEHUEM JI03bI J10 MTOAJEPKUBAIOLIEH).

[ar Ne2: oGe36onmBanue cMOTpUTh NMyHKT «[lanmmaruBHas momompb mpu O0JIEBOM
CHUHJIPOME».

e [lanauatuBHas noMoub npu cyanoporax: https://together.stjude.org/ru-ru/lechenie-
podderzhka/palliativhaja-pomoshch/pomoshch-v-konce-zhizni.html

AJTOpUTM BEICHUS CyI0pPOT:

[Tar Nel: mpaBuibHas ykiaaaka peOeHka, HAOMIOICHUE B TEUCHUU 5 MUH.

[ITar Ne2: ecu cyJOpOKHBIN IPUCTYIT HE MTPOIIIEI B TCUEHUU 5 MUH — BBEJICHUE TMa3erama
peKTambHO (pacTBOp B MHUKPOKIM3ME) WM TpaHCOykkaipbHO B no3e 0,5 Mr/kr
kapOaMaszenuH (IeTsaM 10 6 JeT B SKCTPEHHBIX ciydasx). Jms gerteit B Bo3pacTte 10 5
net HavanbHas qo3a 20-60 mr/cyT ¢ nosbimeHreM Ha 20-60 Mr kaxele JBa IHSA, C SJeT
HayanbHas Jo3a coctaBisier 100 Mmr/cyr, ¢ mocnemyromuM ToBbimeHneM Ha 100 mMrs
Henemo. IlognepxxuBatomnias 1o3a cocrapiusier 10-20 Mr/kr Maccsl Tena/cyT 3a 2-3 npuema.
Jliia obecrieyeHus: TOYHOTO JI03UPOBAHMUS, 10 5 JIeT, HEOOXOIUMO UCIOJIb30BaTh KHUJIKHE
nepopanbHbIe JIEKapCTBEHHBIE (POpMBI KapOamasenuHa (IeTsM 10 6 JIET B 3KCTPEHHBIX
CiTydasix).

[Tar Ne3: eciiu B TeueHHE 5 MUH CYJJOPOKHBIN IPUCTYN HE KYITUPOBAJICSA — IOBTOPUTH 1IAT
Ne2.

[ITar Ne4: ecnu B TeyeHHWE 5 MUH CYIOPOKHBIM MPUCTYIl HE KYNMHPOBAICS — BbI3BATH
CKOPYIO TOMOIIb (eciau peOEHOK HaXOMUTCS JoMa), Aua3enam I/k B no3e 0,5 Mr/kr mo
MTOKa3aHUSIM.

[ar Ne5: ecnu cynoporu He KynupyroTcs 6onee 30 MUH. — JIEYEHUE AMUICITUYECKOTO
CTaTyca B CTALIHOHAPHBIX yCIIOBHUSIX.
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e [lannmaTuBHAs MOMOIIb MPHU CYA0OPOrax B TEPMUHAJBLHOM CTaANU G0OJI€3HM:

AJTOpUTM BEICHUS CYJIOpPOT:

[ar Nel: xapGamaszenuH — B Bo3pacte 70 5 yeT HadanbHas no3a 20-60 mr/cyt c
noBeineHrneM Ha 20-60 mr Kaxkaple JaBa OHS, ¢ 5 JIeT HadanbHas mo3a cocrasiseT 100
MT/CyT, ¢ mocieayronum nopeimenueM Ha 100 mr B Henemto. [loamepkuBatommas go3a st
nereit cocrapisier 10-20 mr/kr maccel Tena/cyT 3a 2-3 npuema. [ obecriedeHust TOUHOTO
JO3UPOBAHUS 10 5 JIET, HEOOXOAMMO HCIIOJIb30BATh JKUKUE ITEPOPANIbHBIE JIEKAPCTBEHHBIE
dbopMbI kKapOamaszenuHa (IeTsM 10 6 JIeT B IKCTPEHHBIX CITydasix).

[ar Ne2: ¢henobapouTan B/B Bo3zpacT oT 0-18 jet 20 Mr/kr (MakcumyM IT) OJHOKpATHO
WIA B BUJIE€ HArpy304HOM J03bI, HO HE ObicTpee 4eM 1 MI/KI/MUH; MPOJOJIKUTENbHAS
B/B WJIM MOJIKOXHAas1 HH(Y3HsI Bo3pacT MeHee | mec. 2,5-5 MI/KT B CyTKH, B Bo3pacTte oT 1
Mmec. 10 18 net 5-10 Mr/kr B cyTku (Makcumym 1 ).

¢ JlajumaTuBHasi moMoub Npu TomHoTe/pBoTe: https:/palliativ.ru/post_pomoshch-
bolnim-pri-toshnote-i-rvote.html

[Tpu HEOOXOOUMOCTH Ha3zHAUEHHE JABYX MPOTHBOPBOTHBIX MNpPENapaToB — OLEHUTh HX
COYETAaEMOCTD.

Jst BO3aeiicTBUSA HA CUHMIIATHYECKYI0 HEPBHYIO CHCTEMY:

MeTokiionpaMu BHYTPb, B/M UITU B/B MEAJICHHO UM TUTPOBATh, MAKCUMAIBHO CYyTOYHAS
no3a 500 Mkr/KkT; 1032 AeTsAM B Bozpacte 110 1 mec. mo 100 mkr/kr 3-4 pa3a B CyTKH (TOIBKO
BHYTpPh WM B/B), B Bo3pacte ¢ | mec.-1 roma (macca tena no 10 kr) mol00 Mxr/kr
(makcumyM 1 Mr pazoBast 103a) 2 pa3a B CyTKH, B Bo3pacTe oT 1-3 roxa (Bec 10-14 kr) mo
1 mr 2-3 pa3a B cyTkH; B Bo3pacte ot 3-5 ser (Macca tena 15-19 kr) nmo 2 mr 2-3 pa3a B
CyTKH, B Bo3pacte oT 5-9met (macca Tena 20-29 kr) mo 2,5 mr*3 pasa B JeHb; IeTsSM B
Bo3pacte oT 9-15 net (macca tena 30-60 kr) mo 5 Mr*3 pasa B eHb; AetsM 15-18 net (Bec
oompie 60 xr) mo 10 Mr*3 pasza B f1cHb.

Jnst Bo3neiicTBUS HA XeMOPeleNTOPHYI0 TPUITEPHYIO 30HY, IPOA0JTrOBATHIA MO3T,
0J1yKIA0IIMH HEepPB:

o OHaaHceTPOH BHYTpPb, B Bo3pacTe oT 1-12 net nmo 4mr 2-3 pa3a B JiIeHb, B BO3pacTe
ot 12-18 ner mo 8 mr 2-3 pasa B JeHb, B/B TUTpoBanue (Oonee 20 MUH) WU B/B CTPYIHO
(6omnee 5 muH) B Bo3pacTe 1-12 neT mo 5 Mr/ M> (MakcuManbHas pa3oBas 103a 8 mr) 2-3
pasza B JieHb, B Bo3pacte 12-18 ser no 8 mr 2-3 pa3a B 1eHb, PEKOMEHYETCS Ha3Ha4yaTh
BMECTE CO CIAOMTEIbHBIMH (CIIOCOOCTBYET BOSHMKHOBEHHIO 3aropoB). B cpemnem mpu
TOLITHOTE/pBOTE 71032 B Bo3pacTe 1-18 set cocrasnser 0,1-0,15 mr/kr 2-3 pasa B CyTKH.

] JexcameTa30H BHYTpb WIN B/B KOPOTKUMHU KypcaMmHu, B Bo3pacTe MeHee 1 roja mo
250 mkr*3 pasa B JeHb, Ipu HEI(Y(HEKTUBHOCTH yBeNIWYHMBaTh A0 1 Mr*3 pasa B JeHb, B
Bo3pacte OoT 1-5 yet HauanpHas qo3a Mo IMr*3 pasza B AeHB, MOKHO yBEJIMYHMBATH 10 2
Mr*3 pasa B JieHb, B Bo3pacTte oT 6-12 neT HavyanbpHast 7032 1o 2 Mr*3 pasa B IeHb, MOXKHO
yBeIUYUBaTh 10 4 Mr*3 pasza B JIcHb, B Bo3pacTe ctapiie 12 jget o 4 mr*3 pasa B AcHb

J1st BO31eiCTBUA HA XeMOPEeLEeNTOPHYI0 TPUITEPHYIO 30HY:

o I'anonepunon BHyTpb, B Bo3pacte oT 12-18 net o 1,5 Mr Ha HOUb, yBENUUYUBAs IpU
HeoOXxoaumMocTH a0 1,5 Mr*2 pasza B CyTku (MakCHMaJIbHO MO 5 Mr*2 pasza B CyTKH),
MPOI0JDKEHHAS TIOKOKHAsI WIIH B/B MH(]Y3us B Bozpacte oT 1 Mec.-12 neT ctaproBas 103a
25 MKT/KT/CyTKHM (MaKCUMaJIbHAs CTapToOBas 103a 1,5 Mr/cyTku), 103y MOKHOYBETHUUBATH
710 MAaKCUMAaJIbHOM 85 MKI/KI/CyTKH, B Bo3pacTe oT 12-18 net craproBas no3a 1,5 mr/cyTku,
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BO3MOYKHO YBEJIMUEHHE JIO 5 MI/CYTKH.

ITannuaTuBHASA NOMOIIL npu KPOBOTCYCHUMH :

° Oco0eHHOCTH NANTHATUBHOTO YXO0/1a: pa3bsiCHUTENbHAS U IICUX0JIoThYecKasipadboTa
C POAMUTENSIMU; TEMHBIC TTOJIOTEHIIA U CAN(ETKH; PU NECCHHBIX KPOBOTCUCHUSIX
— MSTKas EeTKa JUIsl YUCTKU 3yO0B, aHTHOAKTepHaIIbHbBIE CPEACTBA Ul MMOJIOCKAHUS PTa.

o OCOOCHHOCTH TMaJNIMATUBHOTO JICYCHUS: MNPO(UIAKTHKA KPOBOTEUCHUH — Y
MEHCTPYUPYIOIICH NEBYIIKA — OpajbHbIC KOHTPALCNITHBHI, MPHU AUCHYHKIUU TEYCHU C
HapylLIEHHEM CBEPThIBaHMS — Npenapartsl BUTaMuHa K nepopanbHo, Ipu HU3KOM YpPOBHE
TPOMOOIIUTOB — TPOMOOIIMTAPHEIE TPAHCPY3HUH.

° MecTHOE reMOCTaTHIECKOE JICUCHHE:

- ammmukanus snuHedpuHa 1:1000 (cMOYNTH Mapil0 W HAJIOXKUTh HAa paHy WU
KPOBOTOUAIIYI0  CIM3UCTYIO  OOOJIOUKY); TIE€MOCTaTUYECKHE TOKpbITUS  (TyOKH,
MOJINKANPOH) UCTIOJIB30BaTh HETIOCPEICTBEHHO Ha MECTO KPOBOTEUEHHS;

CHUCTEMHOE TeMOCTaTHYecKoe JiedeHue: stam3mwiar or 10-15 wmr/kr/cyT, KpaTHOCTb
NMpUMEHEHUs — 3 pas3a/CyT B paBHBIX Ao3ax. [Ipm HapyKHOM NMPUMEHEHHH CTEPUIIbHBIN
TaMIIOH, MPOIMMTAHHBIN 3TaM3mIaToM (B (hopMe pacTBopa JJIsi HHBEKINN) HAKIIaAbIBAIOTHA
pany. Buramun K B Bo3pacre ot 1 mec. 10 12 net 300 mMxr/kr/cyTku, crapmie 12 mer 1 mMr
(BHYTpb WJIM TAPEHTEPATIBHO).
Kap6amazenun — B Bo3pacte 70 5 jeT HadainbHas go3a 20-60 Mr/cyT ¢ MOBBIIICHHEM
Ha 20-60 Mr xaxaple IBa THS, ¢ 5 JIeT HadanbHas no3a cocraBiser 100 mr/cyr, ¢
nocneayomum nosbimenuem Ha 100 mr B Hegento. [loanepxuBaromasi 103a COCTaBIISIET
10-20 mr/kr maccsel Tena/cyt 3a 2-3 npuema. [t obecriedeHuss TOUHOTO JO3UPOBAHUS 10
5 ner, HEOOXOAMMO UCIOJb30BaTh KHUJAKHE TIepopaibHbIe JIEKapCTBEHHbIE (OPMBI

kapOamazenuHa (IeTsaM 110 6 JeT B OKCTPEHHBIX CIIydasix).

7.

I[a.nbneﬁmee BCACHHUEC — II0 YJIYUIICHUIO COCTOAHHSA IMAIIMCHTBI BBIIIHCBIBAIOTCA

JIOMOM, oI HaOJIOICHHe MeauaTpa, Bpada oOIme npakTuku. B mecTtax, rae mocTymHa
MOOWIIbHAs MAJUIMATHBHAS OpUraja, ocMOTp OOJBHOTO Ha JOMY IO 00paIiaeMoCTH.

8.

Nupukaropsl 3¢ (peKTHBHOCTH — KYNUPOBaHHE OOJEBOrO CHHIPOMA, PBOTHI,

CYJIOpOT, KDOBOTEUEHHS.

6.2.

JanbHeiimee Bexenne mnanueHta. IlepuoamyHocTb  J1a0OPaTOPHBIX H

HHCTPYMEHTAJIbHBIX I/ICCJICIIOBaHI(II\/'I, OCMOTPOB ClIeUAJIHUCTOB:

1.

OOumii KIMHUYECKU aHaiu3 KpoBU (00s3aTeNCH MOACYET JICHKOIMTAPHON (OpMYJIBI)
npoBoauTcs | pa3 B HeAemo A0 OKOHYaHMs mojajepkuBawomei tepanuu. Ilocne
OKOHYAHUS MOAEPKUBAIOLIEH Tepanuu — | pa3 B Mecs1l.

buoxuMuueckuil aHanu3 KpOBH, BKJIIOYAIOIIUN BCE IO3ULUU, OIPEIAEISAEMBIE IPHU
JIMarHOCTHKE, 10 OKOHYAHUS MOIJICPKUBAIOIIECH Tepanuu mpoBoAuTcs 1 pa3 B 3 mecsua.
[Tocne okoHYaHMs TOAACPKUBAIOIIECH Tepanuu — 1 pa3 B 6 MecsIIEB.

ITyHKuMu KOCTHOro Mo3ra M JroMOanbHas IyHKLUUS NPOBOAATCA TOJBKO B Cllydyae
HOSABJICHUS [TOJIO3PEHUS Ha Pa3BUTHE PELUIMBA 3a00I€BaHUs.

Y31 opraHoB OpIOIIHOM MOJOCTH, MajJoro Ta3a ¥ 3a0pIOMIMHHOTO IMPOCTPAHCTBA J0
OKOHYAHUS MO AP KUBAIOLIeH Tepanuu npoBoasres 1 pa3 B 3 mecsana. [locie okoHuaHus
NOJIEpKUBAKOLIEN Tepanuu — 1 pa3 B 6 MecsLEB.

I'emaTosior, IpOBOAMBINMK JICYEHHE, IIOCJIE€ Hadajga MOAJECPKUBAIOLIEH TEpaluu MU
nepefayd MalueHTa MeAuaTpy (remMarojiory) IO MECTy JKHMTEeNbCTBA OCMaTpUBAET
nanueHTa | pa3 B 3 Mecsiia 10 OKOHYaHUs MOAAEP)KUBAIONIEN Tepanuu, | pa3 B 6 mecsieB
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I10CJIE OKOHYAHMS [TOAACPKUBAIOIIECH TEPAIIU U IIPU 11 OA03PEHUM HA pa3BUTUE PELIUINBA
3a0071€BaHUs.

6. Ilpu nepemaue manpenTa neaguarpy (reMaTosIory) o MECTY KUTEIILCTBA HEOOXOUMOCTH
B IJITAHOBOM OCMOTPE CIEIIMAIMCTaMHU CMEKHBIX CIICIIMATBHOCTEH HET. B citydae Hamudwust
y TalKeHTa MaToJIOTHH KaKOH-TM00 CHCTEMBI OPraHOB, BOSHHKIIEH B MPOIECCE TEPAITUU
U TOoTpeOOBaBIICH BMENIATEIbCTBA CMEKHBIX  CICIHAIMCTOB, IEPHOIUYHOCTD
KOHTpOHBHBIX OCMOTpOB YCTaHaBJII/IBaeTCH I/IH,Z[I/IBI/I,Z[yaJ'IbHO nu OHpeIICJISIeTC}I caMuM
CMCXKHBIM CIICIIUAJINCTOM.

Baknunanus naumenTon ¢ peauausom OJLJI [85]:

1. B nepuon neyeHus BakIMHALUS HE IPOBOANUTCS (UCKIIIOUEHUE COCTABIISIECT BaKLIMHALUS
NPOTHUB TenaTuTa B, KOTOPYI0 MOXXHO NMPOBOAUTH Ha (JOHE TEPAIUH MO CHEUUATBHOM
CXeMe 111 UMMYHOKOMIIPOMETHPOBAHHBIX MALUEHTOB).

2. llocne oxOHYaHMS MOAJEPKUBAIOIIECH TEpalud IpPHU YCIOBUM HAJIWYUS TOJHOU
PEMHMCCUH BAKLIMHALMIO MOXXHO IPOBOJAUTH B IOJHOM OOBEME, HUCKIIOYUB >KHUBBIE
BaKIIMHBI.

Bo3MoOkHOCTH NpeObIBAHNS B OPraHU30BAHHOM KOJLIEKTHBE:

1. HexenarenpHa Ha epuoJ NPOBEACHNUSI MHTEHCUBHOM TEpamyH.

2. OrpaHHueHa 3MUJEeMHUOJIOTHYECKON CUTyalnuell ¥ KIMHUKO-Ta00paTOPHBIM CTaTycoOM
MaIMeHTa B MIEPUOJI MPOBEACHUS TTOIICPKUBAIOIICH TEpaIiy.

3. He orpannueHna nocie OKOHYaHUS MOAAEPKUBAIOIIEH TEpPAIUH.

B03MO0KHOCTH HATPY30K U 3aHATHH CIIOPTOM:
1. ®usnueckue Harpy3KH HE JKeJIaTEIbHBI B IEPUOJ MPOBECHUS UHTEHCUBHOM TepaIivu.
2. OrpaHHu€eHbl KIMHUKO -JJAO0OPATOPHBIM CTAaTyCOM MAlMEHTa B MEPUO]I TPOBEACHHUS
MO AEP)KUBAIOIIEH TEpPaAITUH.
[Tocne okoHYaHMS OAAECPKUBAIOIICH TEpanuu OTpaHMYEHBbl TOJIKO pa3BUBIICHCA B
NEPUOJ JIEYCHHs] TATOJOTMEH ONOPHO -ABUIAaTENIBHOIO ammaparta WIH — TSKEIbIMU
COIMyTCTBYIOIIUMHU 3a00JIeBaHUSMU. [Ipy UX OTCYTCTBUU HE OTPaHUYCHEI.
Mennuunckas peadmanTanus, MeIMIHHCKHUE NMOKa3aHUA "
NPOTHBONOKA3AHNSA K NIPUMEHEHNI0 METOA0B peaduIuTAlNU
e Bcem manuentam miaame 18 ser ¢ peruauom OJIJI pekoMmeHnmyeTcsi MpoBEACHUE
KOMIUIEKCHOU peabunuraiuu [84,85].

YpoBenb yoeaurteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH

JI0Ka3aTeJdbCTB — 5).
KoMMeHTapHuu: KOMIUIEKCHOCTH JOJKEH MMPOBOJUTHCS C TIEPBOTO THS 3a00NeBaHUsI peOCHKA

C YUYCTOM CHCI_[I/I(i)I/IKI/I TCKYyLICTO ICpruoaa. 3a,uaanI/1 TOCIIUTAJIBHOTO 3JTala ABJIAIOTCA
BBISIBIICHHE COITYTCTBYIOIINX 3a00JIEBaHUI U OCIIOKHEHUH, JIEYUEHHE OCHOBHOTO 3a00JICBaHHUS,
KOMIUIEKCHAsI MEIUIIMHCKAS U TICHXOJIOTHUYECKas peaOninTaIus, mpo(UIakTuKa OCIOKHEHUN
criennduaeckoit Tepanuu. B ¢Bsi3u ¢ 0COOEHHOCTSMHU TICUXOJIOTHYECKOTOCTaTyca  OOJIBHOTO
pebeHka, HapylmieHHEM KOMMYHUKATHBHBIX (GYHKIMNA Ha QoHe aedunura OOIICHUS CO
300POBBEIMU CBEPCTHHUKAMU, IeJaroru4ecKomn 3aIlyIIEHHOCTEIO, nedopmanueit
ACTCKOPOAUTCIILCKUX OTHOILIEHUU B CTOPOHY THUICPOICKHU, IICHUXOJIOTO-IICAarornycCKas
pea6I/IJ'II/ITaI_[I/ISI SIBJIIETCSI BaXKHEUIIINM KOMIIOHEHTOM KOMILUICKCHOM peaGI/IHI/ITaHI/II/I Ha JaHHOM
stame. Ha »TOoM dTame peaOMIWTAIMM TaKXKEe PEIIaloTCs M TaKue, BeCbMa Ba)KHBIC IS
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JOCTHKEHHUSI KOHEUHOW IIeNI pealMIUTAllMU 3a/a4d, KaK MPEAyNpeKIeHUE BO3MOXKHBIX
HApYIICHW pOCTa M pa3BUTHs peOeHKa B CBSA3W C 3a00JeBaHWEM M OrPaHUYCHUEM
JIBUTATEIIbHOM aKTHBHOCTH, TIPEAYNPEXKICHHE JBHUTaTeIbHBIX paccTpoiicTB. [lamueHt
nepeaaeTcs neauarpy (reMaroiory) Mo MECTY JKUTEILCTBA MPH HAIMYHH TOJTHOW PEMHUCCHU
niepe ] HavaJioM TOIepyKUBAloIIel Tepanuu. [1oa1epKUBaroIy o Tepanuio MalueHT NoTyYaeT
10 MECTy XHTelnbcTBa. [lemmaTp (reMaTosnor) Mo MecTy >KUTEICTBA PYKOBOACTBYETCS
PEKOMEHIANUSIMH, JAHHBIMU CIICIIUATICTAMU YUPEKICHHSI, TPOBOAMBIIIETrO JeueHue. Ha atom
JTare MPOBOAMTCS TaKXKe MEIUKaMEHTO3Has, (pu3ndueckas W TCHXWUYecKas peabumuTarus,
BOCCTAHOBJICHHE (YHKIIMOHATHLHOTO COCTOSIHHSI CHCTEM IallMeHTOB, a TaKXKe aJanTaius K
YCIIOBHUSIM U Harpy3Kam aMmOyJIaTOPHOTO PEKKUMa, BOCCTAHOBJICHHE TICXOJIOTUYECKOTO CTaTyca
MaIeHTa, BOCCTAHOBIICGHHWE CIIOCOOHOCTH K OOYYEHHUIO/TPyHOCTIOCOOHOCTH. JlucmaHcepHoe
HaOJIF0/ICHNE OCYIIECTBISIETCS] YYACTKOBBIMU BpayaMH -TieTuaTpaMu U TeMarojioTaMH B
TECHOH B3aWMOCBSI3M C JIPYTHMH CIEIHaaucTamMu (1Mo Toka3aHusM). KomruiekcHas
peaOwnTaIA  SIBJISIETCS HEOTHEMJIEMBIM KOMITOHEGHTOM JIUCIIAHCEPHOTO HAONIONCHUS —
NICUXONPO(UITAKTHKA, BBISBICHHE OTIAICHHBIX ITOCIEACTBUH TEpamuu U COIMYTCTBYIOLIHX
3a00JIeBaHUI, MEIUKAMEHTO3HAs, TICUXOJIOTHYecKast, Pu3ndecKas peaduinTanus, ConuaIbHO-
npaBoBasi peabunuTays: ooydeHue, mpohoprueHTAIH, CEMEHHOE KOHCYIbTHPOBAaHHE.

I'naBa 7. Kpurepum oueHku KauecTBa U 3(p(PeKTUBHOCTH MeINIUHCKO MOMOIIH
7.1. Kputepuu oTBeTa HA TEPANIUIO

Kpurepuu pemuccun:

[epudepudeckast KpOBb

* OTCYTCTBHUE 0JIACTEMHUH,

* abcomoTHOE KommuecTBo HerTpoduiaos 6omnee 1,0 x109 /m;

* TpomOomThl 60Jee 100 x 109 /m;

* OTCYTCTBHUE 0JaCTOB U IPOMHETIOLUTOB B IEpUpEpUIECKON KPOBH.
Kocthbiit Mo3r

* MeHee 5% 6J1acTOB MPH KJIETOYHOM KOCTHOM MO3T€;

OTcyTcTBHE IKCTpaMeyJUISIPHBIX 04aroB.

Heitponeiikos

* OTcyTcTBHE 6JaCTOB B CIMHHOMO3TOBOW JKUAKOCTH TP IUTOJIOTHYECKOM HCCIICTOBAHUH.
Moxet HabmoAaThCs IIUTO3 OoJiee 5 KII/MKII, HO IaHHBIN NPU3HAK HE ABISAETCA 0053aTEIbHBIM

[2].

PedpaxrepHOCTB:

* OTCYTCTBHE PEMUCCHH TTOCTe 3aBepiieHus | ¢azbl HHAYKIUU
IIporpeccus:

* YBenuueHue He MeHee YyeM Ha 25% KoJIudecTBa HUPKYJIUPYIOMUX 01acTOB WK 0J1acTOB B
KOCTHOM MO3Ir¢ WU IMMOABJIICHHUEC HOBBIX SKCTPAMCAYIIAPHBIX O4aroB PeI_II/II[I/IBZ
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» KocTHO-MO3r0BOi1 pEeUU OB — BBIABJIICHUC IPHU OUYCPCAHOM HCCICAOBAHNU B KOCTHOM MO3TC
6osee 5% OnacToB y MalMeHTa ¢ paHee MOATBEPKICHHOW KOCTHOMO3I'OBON pEMHUCCHUEN;

* Heiipoperuans — BeISIBIICHHE OJJACTOB B CTUHHOMO3T'OBOM JKUIKOCTH BHE 3aBUCHUMOCTH OT

IIUTO3a WIK 00BEMHOTO BHYTPHUUEPEITHOTO 00pa30BaHUs C THCTOIOTHIECKUM

noaTBepxaeHueM. [1pu oTCyTCTBUM BO3ZMOXKHOCTHU MPOBEEHHS OMONICUHM 00pa30BaHUs MOXKET
ob1Th BhimostHeHa [IDT/KT. ¢ TecTukynsspHBIN pelInB — JUATHOCTHPYETCS HA OCHOBAaHUU
OJTHO- MJIU JIByCTOPOHHET0 0€300JI€3HEHHOT0 OITyXaHHUs IMYKa, YIJIOTHEHHOT'O MPH MaJbIaliH.

* Jlpyrue sKcTpaMeay Ui pHble PelUIUBBI — MOPaKEHHE KOXKH, OPOUTHI, CPETOCTEHUS,
TuM(OY3JI0B, MUHJIAIMH U Ap. BEpUPHUIHUPYETCS TUCTOIOTMUECKA U UMMYHOTHCTOXUMUYECKHU.

7.2. Kpurepum oueHKN Ka4yecTBa MeIMIIUHCKOH MOMOIIH

Kpurepun xkauecrBa

YpoBeHnb
AOCTOBEPHOCTH
J0Ka3aTeJIbCTB

YpoBeHb
y0eauTeIbHOCTH
PeKOMeHIANHU

[TatmenTty muaame 18 net ¢
nono3penueM Ha peruaus OJIJI, a ¢
BepupumpoBanHbM peruausoM OJIJT
BO Bpems npoBeaieHust X T BBITOJTHEH
o0mui (KIMHUYECKHU) aHAIU3 KPOBH
pa3BepHyTHIi ¢ AuddepeHInpOBaHHBIM
MIOJICYETOM JIENKOLIUTOB
(nmeiixorMTapHas hopmyra)

[TatmenTty muaame 18 net ¢
nono3penueM Ha peuuaus OJUI, a Taxke
¢ BepudunmupoBanubiM permaus OJ1JI
BBITIOJIHEHO TOJTy4YEeHUE
nuronorudeckoro npenapara KM nytem
MyHKIHUHA C
MOCJIEAYIOIUMIUTOIOTHIECKUM
uccienoBanuem mazka KM
(MuenorpaMma)

[Taumenty mnaame 18 net c
nono3penueM Ha peruaus OJIJI
BBIIOJIHCHO IIUTOXUMUYECKOS
uccienoBanne npenapara KM

[TatmenTty mnaame 18 net ¢
nofo3peHreM Ha peruaus OJIJI
BBITIOJITHEHO UMMYHO(EHOTHITHPOBAHNE
IreMOMNOATUYECKUX KIIETOK-
npeamecTseHHuI B KM

[MTaumenty mnaame 18 net c
nono3penuemM Ha peruaus OJIJI
BBITIOJIHEHO IIUTOINCHETUYECKOE
uccienoBanne (KapuoTHI) U
MOJIEKYJISIPHO-TEHETHIECKOE
uccienosanue (FISH-meron) Ha omny
napy xpomocoM acnupara KM

[TarmenTty mosoxe 18 net ¢
nono3penueM Ha peruaus OJIJ1, a Takxke
¢ BepubunupoBanHbiM permaus OJIJI B
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JIMarHOCTUYECKUI NIEPUOJI U B IIPOLIECCE
Teparuy BHITTOJIHEHBI CIUHHOMO3TOBasI
MYHKIUA ¢ TOCIEAYOLIIUM C
HCCJICIOBAaHUEM YPOBHS Oefka B
CHHUHHOMO3IOBOM KUAKOCTH ,
HCCIIEIOBAHKNE YPOBHS TITIOKO3BI B
CHHMHHOMO3T'0BOH KUIKOCTH,
MHKPOCKOITMYECKOE MCCIICI0BAHNE
CHHUHHOMO3T0BOM KUAKOCTH, IIOJICUET
KJIETOK B CYCTHOM Kamepe (ompeesieHue
IIUTO3a) M ITUTOJIOTHYECK oe

7 HCCIEeN0BaHNE KJICTOK CIIMHHOMO3IOBOI
xuakoctH [anuenty monoxe 18 ner ¢
BEPUPUIIMPOBAHHBIM JHArHO30M
peuuau OJIJI Ha3HAUEHO JIeUeHHE MO
OJTHOMY M3 CJICAYIOIIUX
TEparneBTUYECKUX MPOTOKOJIOB,
MPOTOKOJIBI rpynmbl MockBa —bepnun
(ALL-MB-2008 nnu ALL-MB-2015)
160 npotokodsl rpymbl BFM (ALL-
BFM-95 unu ALL-BFM-2000)

8 [TarmenTty monoxe 18 jet ¢
BEPUPUITUPOBAHHBIM JTHATHO30M A
peunaus OJIJI BeimomHeHa

npoduIaKTHKA JICUCHHE HEHpoeKeMuun

9 [TatmenTty muaame 18 net ¢
BepU(DUIIUPOBAHHBIM TUATHO30M A
peunaus OJIJI HazHaueHa
MOJJIEPKUBAIOIIAs TEPAITUU
AHTUMETA00IUTaAMHU

10 [Tanmenty mmanme 18 net ¢ Ph+-
peunaus OJUJI (petuaus OJII ¢ B
Hajmu4yueMm GuaaaenbPuiickoin
xpomocombl — 1(9;22)(q34;q11.2)/BCR-
ABLI) x cTanmapTHOU Tepanuu
no6asiensl UTK

11 IMTarmmentam mutanmnie 18 net ¢
BepUDUIIUPOBAHHBIM TUATHO30M
peunaus OJIJI Ha nepruo MHTEHCUBHOM C
TEpaUy yCTAaHOBJIEH LHEHTPAIBHOIO
BEHO3HOTO KareTepa

12 [NanmenTy mnagme 18 et ¢
BepU(HUIIMPOBAHHBIM JUATHO30M
peuuaus OJIJI B mepBble AHU (HEETN) C
Tepanuu IPOBOASATCS TEPANIEBTHUECKUE
MEpPOTIPUATHSI, HATIPABJICHHBIE HA
npodunaktuky COJI

KpuTepun onenkn kayecTBa IMarHOCTUKH

I/IH[[I/IKaTopr AUATHOCTHKH

Ja

Her

OOmwmii aHanmu3 KPoBU

ObecneueHre BEHO3HOTO OCTyIa U 3a00pa KpOBH
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HccnenoBanre OCHOBHBIX OMOXMMHUYECKHX TTOKa3aTesiel (MoueBrHa,
KpEaTUHHH, 3JIEKTPOJIUTHI, OOIIHI OeNoK, OMIMpyOuH, TITF0K03a) U JTst
LIUTOJIOIMYECKOT0 aHaIM3a

ITpoBenenue peHTreHOrpaduu rpyAHON KIETKH KaK B MPSIMOM, Tak U
00513aTeNIbHO B MIPaBOil OOKOBO MPOEKLIUSX.

[TpoBeneHue MyHKIMKM KOCTHOTO MO3ra U 3a00pa KOCTHOTO MO3Ta
[TuTonoruueckoe rcciae10BaHue KOCTHOTO MO3Ta

[{uToXxMMHUYeCcKOe UCCIeJOBAHNE KOCTHOT'O MO3Ta
HMMMyHOJIOTHYECKOE UCCIIE0BAaHIE KOCTHOTO MO3Ta
MonekyaspHO-010I0rHYeCcKOe UCCIEI0OBAHNE KOCTHOTO MO3Ta
[TuToreneTnueckoe uccie0BaHUE KOCTHOTO MO3Ta

[TpoBenenue MmoMOaIBHON MyHKIUH ¢ 3200pOM JIUKBOPA JIJIs
IIUTOJIOTMYECKOT0 UCCIIeIOBAHUS

VY3U opraHoB OpromIHOM MOJIOCTH;

OKT', 9XO-KT'; 99T

Ceponoruyeckue (Bupyconorndeckue) uccienoanus: HBs, anti-HCV,
CMV

[IpoBeaenune kommproTepHON ToMorpaduu nirm MPT ronoBroro mo3ra.

Kpurtepun oneHKn KayecTBa Jie4eHH

NuaukaTopsl JedeHust

Ja

Het

[TonuxumuoTepanus COrIaCHO HAUMOHAIBHOMY ~ IIPOTOKOIY PVY3:
Kypc nHayknumn pemuccun

Kypc xonconnnanuu

Kypc noanepxuaromieii Tepanuu

Bricoko103Has1 MOIMXUMUOTEPATIUS

ConpoBoaurenbHas Tepanus

JIyueBas Tepanus

Peabunuranms

[TamaTuBHAs Tepanus

Cnucok Jurepatypbl
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