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BITE AT — 6ucniertududeckuii akruBatop T-KIeTOK

BFM — Berlin-Frankfurt-Munster; Hemelikass wucciieqoBaTeibcKas TpyIna 10 H3Y4EHHUIO
ocTporo JuM(po0IIaCTHOTO JIeHK03a

CD — xnactep nuddepeHnupoBKu

EGIL — European Group of Immunological Markers for Leukemias; EBponetickas rpymnmna mo
MMMYHOJIOTHYECKON XapaKTEpUCTUKE JICHKO30B

FISH — dnyopectienTHas rubpumsarus in situ

MB — Mocksa-bepnun; Poccuiickas uccieaoBarenbckas Ipymna MO JIEYEHHIO OCTPOro
nuM@oOIacTHOTO JICHKO3a y AeTei

TCR — T cell receptor; T-kaeTouHblii peenTop

AJIT — anannHamMuHOTpaHChepas3a

ACT — acnapraramuHoTpanchepasa

BO3 — Bcemupnas Opranuzanus 31paBoOXpaHEHUs

BII-OJUJI — octpslit tuMdoOnacTHBIi Jeiiko3 u3 B-kiIeTok-npeanecTBeHHUKOB

I-KC® — pexoMOUHaHTHBIN TpaHyIOLUTAPHBIA KOJIOHUECTUMYIUPYIOMUN (DaKTOp ueIoBeKa

J.M.H. — TOKTOpP MEIULHUHCKUX HAYK

NTK — uHruOuTOphl THPO3UHKHUHA3

KU — xnuHu4Yeckue uccieqoBaHms

KM — kocTHbIi MO3T

KT — xomnbroTepHas Tomorpadus

JIALI' — makTaTaeruaporeHasa

MKG 10 — mexxayHapoaHas kinaccudukanus 6onesnei 10-ro nepecmoTpa

MOBb — muHMManeHas ocTaToyHasi 60J1e3Hb

MPT — MarHuTHO-pe30HaHCHask ToMorpadus

OAK — o0muii (KTMHHYECKUN) aHATTU3 KPOBU

OJIJI — octpeiii iuMdoOIaCcTHBIN JTEHK03

OT-IILIP — oOpaTHO-TpaHCKpUIITa3Has monumepasHas rensas peakuus (I1LP)
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[TIP — nosnHas pemuccus

[IXT — nonmuxumuoTepanus

[IIP-PB — IILIP B pexuMe pealbHOr0 BpEMEHH

COJI — cunapoM OCTpPOTO JHM3KCA OMYXOJIU

TI'CK — TpaHcmiaHTanysi FeMONOATHYECKUX CTBOJIOBBIX KIIETOK

T-OJUJI — T-nuHeiinsIii ocTpblii TUM(OOIACTHBIH JTEHK03

V3U — ynbTpa3ByKOBOE UCCIICIOBAHKE

®ADB — ®panko-Amepuko-bpuranckas koonepaTuBHas rpyria

XT — xumuorepanus

[HC — nenrpanbHasi HepBHas cUcTEMa

UMH — uepenHO-MO3TrOBbIE HEPBBI

OKT — anexrpokapauorpadus

9x0-KI" — sxokapanorpadus

** — )U3HEHHO HEOOXOAMMBIC U BaXKHEUIIIE JIEKAaPCTBEHHBIE TIPETapaThl

# — mpemapaT, NPUMEHSIOLUIUICS HE B COOTBETCTBHM C IOKAa3aHUSAMU K IPHUMEHEHUIO U
MIPOTUBOINOKA3aHUSAMH, CIIOCOOAMHM MPUMEHEHUS U J103aMH, COJAEPXKALIUMUCS B HMHCTPYKIUHU I10
MIPUMEHEHHUIO JICKapCTBEHHOTO Tipenapata (o¢d-1eitdmn)

TepmuHbI M onpeaeeHust

Octpsiit mumdoObnacTHeii seiiko3 (OJIJI) — 310 37m0KavecTBEHHOE 3a00JI€BaHUE CHUCTEMBI
KPOBETBOPEHUS, COCTOSAIICE B TIOSBJIICHWH OITyXOJIEBOTO KJIOHA M3 KIETOK — KPOBETBOPHBIX
MPEANIeCTBEHHUKOB JTUHUN TuMbouaHON TudepeHInpoBKI

Ph-ozutusueiii OJIJI (Ph+-OJIJI) — OJIJI ¢ Hamuunem tpanciokaiuu (9;22)(q34;ql1) — u
obOpazoBanuem xumepHoro rena BCR-ABL1.

BCR-ABL1-mogo6ueiii  OJIJI — moarpynma OJIJI, He wuMeromas TpaHCIOKAIUH
(9;22)(q34;q11), HO ¢ mpodwunem skcnpeccun reHoB, cxokuMm ¢ BCR-ABL1-mo3utuBabM OJIJI
cunerenbcTBytonmeM o0 aktuBanu ABL1 u JAK2 THpO3MHKWHA3HBIX CHUTHAIBHBIX ITYTEH).
Otmeuarorcs peappamxkupoBku CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB u ap.

ETP-OJIJI — OJIJI u3 pannux T-kinerok-npeamecrBennukos (early T-cell precursor ALL),
uMerolui - xapaktepHblii ummyHodeHotun (CD3  BuyrpukieroyHo, Huszkas (meHee 75%)
akcripeccuss CDS5S, orcyrcrBue skcnpeccun CDla um CDS, skcnpeccuss XoTss Obl OJHOTO U3
MHEJIOUAHBIX AaHTUTEHOB WJIM AHTHUTCHOB KieToK-mpeamectBeHHukop (CD13, CD33, CDIl1b,
CD117, CD65, CD34, HLA-DR).

[Tonnas pemuccust — OTCYTCTBHE KIIMHUYECKUX MPOSIBICHUH 3a00JIeBaHUs IPU HAIUuu < 5%
ONMacTHBIX KJIETOK B KOCTHOM MO3r€ IMpH HOPMAJbHOM COOTHOIIEHHHM JPYTUX POCTKOB
KPOBETBOPEHUS U OTCYTCTBUU IKCTPAMEAYJUIIPHBIX MPOSBICHHMA.

MounekynspHasi peMHUCCHS — OTO TMOJIHAS KJIMHHUKO-TEMATOJOTHYecKas pPEeMHUCCUSI MPHU
OTCYTCTBHM B KOCTHOM MO3T€ HCXOJHO ONPENENSBIINXCS MOJEKYISIPHBIX MapKepOB OCTPOTO
JIEWKO3a.

PeunguB — 510 mosBIeHHE MOP(}OIOTHUECKH BBISBISAEMBIX OJACTHBIX KIETOK C JIEHKO3-
aCCOLIMUPOBAHHBIM UMMYHO(GEHOTHUIIOM TIOCTE MEePHo/ia, B TEUEHHE KOTOPOro HIECHTU(DUIIUPOBATH
OTYXOJEBbI€ KJIETKH IMTOJIOTMUYECKUMHM METOJaMH HE  TMPEJCTABISAIOCH  BO3MOXKHBIM.
KocTtHOMO3rOBOM penuauB — oOHapykeHHe B KOCTHOM Mo3re 25% wu 0ojee OmyXOJeBBIX
mum¢pobnacToB, 6e3 omHoBpemenHoro nopaxkenus [[HC w/umm npyroro skcTpaMemyisipHOTO
nmopaxkeHus: mocine KkoHcratarmu pemuccuu. [IHC-peunnus (HeWpopenuauB) — TMOSBICHHE
nuM(poOIacToB B JUKBOpPE MPH IIUTOJIOTHYECKOM HCCIEIOBAHUHU, a TakKKe HEBPOJIOTUYECKas
CUMIOTOMATHKa, HE CBS3aHHas C JPYrUMH 3a00JIeBaHUSMU H  TOBpexaeHusMu. [lpu
BHyTpuuepenHoMm oOpazoBanuu Ha KT/MPT u mpu OTCYTCTBUU OJIaCTHBIX KJIETOK B JIMKBOPE,
KPOBU U KOCTHOM MO3Te, Ui AUAarHOCTUPOBaHUs m3oiaupoBanHoro peruauBa [[THC neobOxomaumo
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MOJIyYUTh THCTOJIOTHUYECKOE TOATBEP)KICHHE HIIM MPOBECTH OJHO(POTOHHYIO 3MuccroHHy0 KT
TOJIOBHOTO MO3Ta. B KOCTHOM MO3re 4HCIIO OIyXOJIEBBIX OJACTHBIX KJIETOK JOJDKHO COCTAaBIIATH
MeHee 5%. TecTukynspHbll peuuauB — M30JUPOBAHHBIN pelUAMB SIMYKAa JAUArHOCTUPYETCS NpU
MOSIBIICHUH OJJHO- WJIM JIBYCTOPOHHEro 0e300JI€3HEHHOTO SIMYKa ¥ 3HAYUTEIBHOTO YBEITHUCHHS €TO0
TUTOTHOCTH TPH MAIBIAINHA PU HAIMYUKA B KOCTHOM Mo3re < 5% omyxoJieBbIX JTUM(OOIACTOB H
orcyrctBun nopaxenus LTHC u Tpebyer rucronmoruueckoro moarsepxkacHus. KoMOnHnpoBaHHbIE
peLuaMBBL:  cOueTaHWEe JBYX M Oosiee NOpaxeHUH paszauuHod  Jjokanuszauuu. Ilpu
KOMOMHHPOBAHHBIX PEIMIUBAX KOCTHBIA MO3T CYMTACTCS MOPAKEHHBIM NP Hanmu4uu 5% u Oonee
onmyxoJeBbIX JuM@oOnacroB. [lo3auuil penuans — peuuauB, BO3HUKIINI Yepe3 nosrojaa u 6osee
I10CJI€ OKOHYAHHUS MOEPKUBAOLIEH Tepanuu. PaHHUI penuauB — peuuauB, 3aperuCTpPUPOBAHHBIN
paHee, 4eM yepe3 MOJIroJa OT MOMEHTa OKOHUYAHUS MOJIEpPKUBAIOIIEH Tepanuu, HO mo3aHee 18
MecsleB OoT Hadajna Tepanuu. OueHb paHHUHN (CBEpXpaHHUI) pelUANB — PELUINB, Pa3BUBLINICS B
Cpok 110 18 MecsleB OT Hayalia Teparuy.

MouiekynspHBIf pelMIuB — 3TO TOSIBIEHUE MCXOJHO ONPEACNABIINXCS MOJIEKYISIPHBIX
MapKepOB OCTPHIX JIEHKO30B B JBYX MOBTOPHBIX aHaAIM3aX (IPOBEAEHHBIX C KOPOTKUM HHTEPBAIOM
BpeMeHH) Ha (JOHE COXpaHSIOUIECs KIIMHUKO-TEeMaTOJIOTMYECKON pEMUCCHH.

Munumanbhas ocrarounas 6ose3nb (MOB; minimal residual disease — MRD) — namuuue
OCTAaTOYHBIX JIEMKEMHUYECKHX KJIETOK y TMalHdeHTa B PEMUCCUHU, HE BBISBISEMBIX PYTUHHBIMHU
MOP(OJOrMYECKUMH METOJIaMH, HO OMNpEeAeNseMbIX TIpU IOMOIIM BBICOKOUYBCTBUTENIBHBIX
naboparopubix TexHosorudt (IIL[P B peanbHOM BpeMeHU W/WIM MHOTOLBETHON MPOTOYHOM
IUTOMETpHUEH).

beccoObiTuiinas BebkHBaeMocTh (event-free survival — EFS) — paccuutbiBaeTcst OT nathl
Havaja JICYEHUs N0 JIF0OO0ro "OTpHIATeNbHOTO" COOBITHS WM JAaThl MOCICAHEH SBKH TAIlMEHTA.
[Ton "oTtpunarenbHbIM" COOBITHEM MOHMMAIOT PEIUIUB, CMEPTHh MO 000N MPUYMHE, PA3BUTHE
BTOPOH OIyXOJIM WM peppaKkTepHOCTh (OTCYTCTBHE IOJHONM PEMHUCCHU B CPOKH, OIpEe/ICHHbIE
MIPOTOKOJIOM TEPAITHH).

Oo6miast BepkuBaeMocTh (overall survival — OS) — paccunThIBaeTCst OT AaThl Havaa JCUCHHS
710 CMEPTH MalMeHTa 1o 1000 npudnHe. [lanueHToB, cy1p0a KOTOPhIX HEU3BECTHA, LIEH3YPUPYIOT
B TOT MOMEHT, KOTJja ObLII0 U3BECTHO, YTO OHU JKUBBI.

WHaykuyst — 9TO NepHoJ, HA4aJIbHOTO JICUYEHUs, LIEIBI0 KOTOPOrO SBJISETCS MaKCHMAJIbHO
OBICTPOE M CYILECTBEHHOE COKpAIlEHUE OIyXOJIEBOM Macchl M AOCTHXKEHHE IOJHOM peMuccuu,
Ha3bIBACTCS IIEPUOIOM UHIYKIIMH.

KoHcommpanuss — BTOpOM 3Tam Tepanuy, HalpaBiICHHBIM HA 3aKPEIUICHHE JIOCTUTHYTOIO
IIPOTHBOOITYX0JIeBOr0 3ddekra. 3anaueil 3Toro nepuoja sABIsETCA 0 BO3MOXKHOCTH elle Oosibliee
YMEHBILECHNE YHCIIa OCTAIOUIUXCS OCIE UHAYKIUY JICUKEMUYECKUX KIIETOK.

[MonnepxuBaromas Tepanust — 3TO JUIMTENIbHAs LMTOCTATHYECKash Tepamus B HEOOJBLIMX
J103aX, HalpaBJICHHAsl HA YHUUYTOKEHNE BO3MOKHOI'0 OCTATOYHOI'O OIIyXOJIEBOTO KJIOHA.

1. Kparkas nngopmanus

1.1. Onpenenenue 3a00/1eBAaHUS WJIM COCTOSIHUSA (FPyNNbI 3200J1eBAHNI WJIM COCTOSIHMIA)

Octperit mumdobnactaeiii neitko3 (OJIJI) — 310 310KauecTBeHHOE 3a00JIEBaHUE CUCTEMBI
KPOBETBOPEHUS, XapaKTepU3YIOIeecs] HEKOHTPOIMPYeMOi poudepalieil omyxouieBoro KioHa u3
KIETOK — KPOBETBOPHBIX TMPEAIIECTBEHHUKOB IJWHUN JuMdougHo nuddepeHInpoBKH,
COCTaBISAIONIEr0 He MeHee 25% OT APYrux SAePHBIX KIETOYHBIX DJIEMEHTOB KOCTHOTO MO3ra, C
BO3MOYHBIM BOBJICUEHHEM B IPOIECC Pa3NUYHBIX OPraHOB U cUCTeM (JMMQouIHAs TKaHb JTH00H

J'IOKaJ'II/I3a]_[I/II/I), U B CBOCM CCTCCTBCHHOM TCUCHUU HCI/I36C)KHO MMpUBOAALIICC K (I)aTaJ'IBHOMy ucxony
[1-6].
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1.2. DTHoNorus U MaroreHe3 3a00/1eBaHusl UJIU COCTOSIHUS (TPYNIbI 3a00JIeBaHUI HJIH
COCTOSIHM i)

Tounsle npuuunbl pasButus OJIJI HeusBecTHbl. PaccmarpuBaeTcssi BO3MOXHas poJib
Pa3IMyYHbIX Ipelpacroiaraiux GakropoB (T€HETUYECKUX, BUPYCHBIX, paJualis, XUMUYECKOE U
(du3nyecKoe BO3ICHCTBUE U Jp.), OJTHAKO WX TouHOE BiausHUE Ha paspurue OJIJI Ha ceromHsmHui
JIEHb HE YCTaHOBJIEHO.

[To coBpeMeHHBIM MpencTaBieHUsM B ocHOBe maroreHeza OJIJI nexuT myraius CTBOJIOBOM
KPOBETBOPHOW KJIETKH, KOTOpas MPUBOIUT K IMOTEPE CHOCOOHOCTH K HOPMAIBHOW KJICTOYHOMN
maddepeHInpoBKe W HApYyHICHUSM B Tpoleccax Npoiudepanuy U anonTo3a. MyTaHTHBIA KIOH
JIOCTaTOYHO OBICTPO BBITECHSET HOPMAaJIbHBIE T'E€MOINOATHUYECKHUE KIIETKH, 3amelas coOoi Bech
remMorno’3. BriTecHeHnE HOPMaJbHBIX T€MONO3TUYECKUX KJIETOK M 3aMElEHHE MX OIyXOJIEBBIMU
KJIETKaMHU, HECIOCOOHBIMH K CO3PEBAHHIO, 3aKOHOMEPHO NPUBOJUT K YMEHBIICHHIO B
nepu@eprudeckoil KpoBU 3pebIX KJIETOK C Pa3BUTHEM aHEMHH, IPaHyJOLUTONEHUH, TUM(OTIEHUN U
TPOMOOIIMTONIEHUH, YTO MPOSIBISIETCS COOTBETCTBYIOLIEH KIMHUYECKOW KapTHHOW. OmyxoseBbie
KJI€TKA MOTYT MOKHJAATh KOCTHBI MO3I M HMHQWIBTPUPOBATh pa3jIMYHbIE OpraHbl M TKaHU

(ceneszeHky, me4eHb, TUMEPOY3JIbI, TUMYC, IIeHTpalIbHYI0 HepBHYIO cucteMy (LIHC), xoxy u mp.) [1-
6].

1.3. DnuaemmoJiorusi 3a00/ieBaHUsl WJIM COCTOSIHMA (FPynmnbl 3a00JieBaHUil  WJIH
COCTOSTHMA)

OJUI cocraBnsieT 0koio 25% OT Bcex 370KaueCTBEHHBIX OIMyXoJiel y MalMeHTOB B BO3pacTe
no 18 ner um sBISETCS caMbIM YacThIM OHKOJOTHYECKMM 3a00JIEBaHMEM JIETCKOTO BO3pacTa.
3aboneBaemocTh cocTtaBiager okoyio 4 Ha 100000 merckoro Hacenenus. I1uk 3adoneBaemoctu OJIJI
y ZIeTel MPUXOIUTCS Ha OIIKOJIBHBIA BO3pacT (2-5 nmet nmpu meauane 4,7 roaa). Heckonpko vare
00J1ef0T MaTbYMKH — cooTHomeHue 1,6:1 mist B-munetinoro u 4:1 mis T-muneinoro OJIJI [2, 3, 5].

1.4. Oco0eHHOCTH KOAUPOBAHMSI 3200/IeBaHUsI MJIH COCTOSIHHSI (Tpynnbl 3a00/ieBaHMI
WIH COCTOSIHUIM) M0 MeXIYHAPOIHOM CTATHCTHYECKOH Kiaccupukauuu 0oJie3Heid u mpoodsem,
CBSI3aHHBIX CO 310POBbEM

C91.0 — octpsrif TuM}POOITACTHBIN JTIEHKO3.

1.5. Knaccudukanus 3a60/ieBaHUsI WM COCTOsIHMSI (Tpynnbl 3a00JIeBaHUN  MJIH
COCTOSIHMIA)

Knaccudukanus ocrporo numpobnactHoro nerikoza y nereil cormacHo BO3 sBnsercs
obmenpunsToii [2, 7-10]:

1. OJUI u3 B-knetox npeamectBennukoB (BIT-OJLT)

- bes cnenmduueckux xapakrepuctuk (NOS — not otherwise specified)
[{uToreneTn4eckue MoArPyIIbL:

-1(9;22)(g34;q11.2); BCR-ABLL1, Ph+-ALL

-t (v;11923); nepectpoiika KMT2A (panee MLL)

- 1(12;21)(p13;922.1), ETV6-RUNX1 (panee TEL-AML)

- C TUIePIUTLIONANEH

- C TUNOUTUIONAUEH

- 1(5;14)(g31.1;932.1); IGH/IL3

-1(1;19)(g23;p13.3), TCF3-PBX1

- "ycnoBHBIE/TIpeIBapUTENbHBIE" MOATPYHIHI (provisional entity)
- BCR-ABL1-t10q00HbIH
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- IAMP21

2. OJUI u3 T-knerok npexamecteeHHUKOB (T-OJLI)
- "ycrnoBHas/mpeaBapuTensHas moarpymnmna (provisional entity)
- OJUI u3 pannux T-knerok-npemmectBenHukoB (ETP-ALL)

Tpagumonso Beiensitor OJIJI u3 B-knetok-npenmecrsennukos (BII-OJIJI) u T-nunelHbIi
OJUI (T-OJLD).

Cpenu nuToreHeTuuecKux noarpymni, BelaensieMsix npu BII-OJIJL, B nocneanem nepecMoTpe
(2016 r.) xnaccudpukanuun BO3 Obimu gobaBnensl e HoBble noArpymmbsl: BCR-ABL1-nogo0HbI#I
(on xe Ph-mogo6usrii OJIJI) u BIT-OJIJI ¢ iAMP21 (BHyTpuXpoMOCOMHast aMIUTH(UKALUs YacTh
21 XpoMOCOMBI).

Cpenu T-OJIJI oTaenpHble T€HETHUYECKHE MOATPYIIBI HE BBLACISAIOTCS, OJHAKO, OMHCAHBI
Han0oJiee 4acTO BCTPEUAOIIMECs] MyTallMH, Takue Kak nepectpoiiku renoB TALI, TLX1, TLX3,
LMOI1, LMO2 u nap., a takxe myrauun B reHax NOTCHI, FBXW7, PTEN, kotopeie Moryr
OKa3bIBaTh BIIMSIHHE Ha MPOTHO3 3a0oseBanus. CoriacHo mocienHe Bepcun kinaccudukanuu BO3
cpenu T-OJUJT otnensHo BhiAensercs OJIJI u3 pannux T-kierok-npemmectsennnkoB (early T-cell
precursor ALL, ETP-OJIJI), umeromuii xapakTepHbIH UMMYHO(GEHOTHII.

1.6. KnuHuveckasi KapTHHA 3200JIeBAHUS MJIH COCTOSIHUS (TPynnbl 3200J1€eBAHUI HJIH
COCTOSTHMA)

,ZIJ'II/ITGJ'H)HOCTI) aHaMHe3a 3a00JieBaHHUSI OT MOMEHTA MOSBJICHUS NEPBBIX KIMHUYCCKHUX
MIPU3HAKOB JI0 MOP(OJIOTHYecKO Bepu(UKaIMK IUarHo3a COCTaBJISET OT HECKOJIbKUX HeNelb 10
HECKOJIbKUX MecaueB. KimHuyeckass KapTHHA OIpeAessieTcs] CTENEHbI0 HapymieHUs (YHKIUR
KOCTHOTO MO3ra (aHEMUs, FeMOpPParundeckuii CUHAPOM U pa3BUTHE UH(EKINI pa3IMyHOM cTerneHn
TSYKECTH) U HaJMYHMEM OIIYXOJEeBOW Macchl (OpraHoMeraius, OOJbIIOe KOJIUYECTBO OMYXOJIEBBIX
KJIETOK B mepudepudeckoi kpoBu, auMdoaneHonatus u nopaxenue cpepocrenus, [HTHC, koxw,
SAUYeK, JelkeMuueckas HHQUIbTpalus ceTyaTku). B HEKOTOphIX ciyyasx HaOlt0JaeTcsi pa3BUTHE
00JIeBOr0 CUHIPOMA, CBSI3aHHOTO C MOPAKEHUEM KOCTEIl.

2. JINarHOCTHKA

MHorre peKOMEHJOBaHHBIE METOJbl JHATHOCTHKH 3a00JICBaHUSI W CBS3aHHBIX C HHUM
COCTOSIHUH WMEIOT OrpaHMYCHHYIO J0Ka3aTelbHYI0 0a3y (B COOTBETCTBUU CO INKaJaMH OIICHKH
YPOBHSI JIOCTOBEPHOCTH JIOKA3aTEILCTB M YPOBHS YOCIUTEIHHOCTH PEKOMEHIANNN) MO MPUYHHE
OTCYTCTBHSI TIOCBSIIIICHHBIX MM KIIMHHUYeCKHX uccienoBanuii (KIN). HeB3upas Ha 3T0, OHU SBJISIOTCS
HEOOXOJMMBIMU DJIEMEHTAMU 00CJICIOBaHMS TAlMEHTA JUIsi YCTAaHOBJICHHS JMarHo3a W BbIOOpa
TAKTUKHU JICYCHUS, TaK Kak Oosiee 3(p(pekTuBHBIC M MOKAa3aHHBIC METOIBI B HACTOSIEE BPEMs HE
pa3paboTaHBbl.

Kputepuu ycraHoBieHusl auarHosa/coctosiHus: muarHo3 OJIJI  ycTaHaBiawBarOT —IpH
obHapyxeHun 25% u Gosiee O1acTHBIX KJIETOK B KOCTHOM Mo3re (KM), mo mopdoioruueckum u
LHUTOXMMUYECKUM MpPU3HAKaM COOTBETCTBYIOUIMX JuMpobiaactam. Ha ocHoBaHuu omnpeneneHus
UMMYHO(EHOTHIIa OJIACTHBIX KIETOK C IOMOIIbIO IPOTOYHOW LMTOMETPUM YCTAaHABJIMBAIOT
JIMHENHYIO NPUHAMISKHOCTh  JTUM(oOIacToB (T-OJUI, BIT-OJLJI). Onpenenenne
LUTOT€HETUYECKUX MOATPYII MIPOBOJAT HA OCHOBAHUU PE3yIbTaTOB MOJIEKYJISPHO -T€HETHUECKOTO
ucciempoBanus [2, 5-7].

2.1. ’Kano0bl u anamue3

- BceM mamueHTaM MOJI0XKeE 18 et ¢ MoA03pCHUCM Ha O.H.H, a TAaK)K€ BCEM IallMCHTaM C
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BepuduuupoBanusiM  OJIJI mpm  kaxaom mpueme (OCMOTpEe, KOHCYJIbTAallMM) Bpadya-
remMarosiora/Bpada-oHKOJIOTa PEKOMEHJyeTCsi cOOp aHaMHe3a W JKajuo0 Ui ONEHKUA COCTOSHUS
MaIMenTa, a TakXe Ui BBIABICHUS (PAKTOPOB, KOTOpBIE MOTYT OKa3aTh BIMSHUE Ha BHIOOP
neyeOHOM TakTukH [1-4].

YposeHs yoeautenbHOCTH pekoMeHaaiuil — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Kommenrapun: ximHuYeckre cumnrombl OJIJI y  mereli  0OyCIOBJIGHBI  CTENECHBIO
MHOWIBTPAMU KOCTHOTO Mo3ra JuMdoOiIacTaMu M IKCTpaMeNyUIIPHBIM PaclpoCTpaHEHUEM
nponecca. [ammentsr ¢ OJIJI MOTyT IpebsIBIATE KATOOBI HA C1a00CTh, TUXOPAJIKY, HEIOMOTaHHE,
0071 B KOCTSIX W/WIHM CyCTaBaX, KPOBOTOYMBOCTH CO CIM3UCTBIX 000JI0YEK (HOCOBEIC, JICCHEBBIC,
KEIyJJOYHO-KUIICYHbIE U JIp. KPOBOTEUEHUS), TEMOPPAruuecKuii CHHIPOM Ha KOXKe, OJICAHOCTB.
Pacnipoctpanenne OylacTHBIX KJIETOK B JIMM(AaTHYEeCKHE Y3Jbl M MapeHXWMAaTO3HbIE OpraHbl
MPUBOANT K JHM(pageHONaTny, yBEJIHMUEHHIO MEYEHH W CEJE3CHKH, MPOSBISIONIMXCS OONSIMU B
KHUBOTE, PACIIMPEHUIO CPEOCTEHHS C BO3MOYKHBIM Pa3BUTHEM CHHIPOMA CIIABJICHUS, YBEITHUCHHIO
SMYEK Yy Mab4YUKOB. [IposSBICHUSIMH HEHpPOJIEHKEMHUH MOTYT OBITh CHMITOMBI TOPAXCHHS
YeperHO-MO3TOBBIX HEPBOB, 00IIEMO3rOBbIC, MCHUHT €AJIbHbIE CUMIITOMBI [ 1-4].

Coop amamueza npu OJIJI moapasymeBaeT TIIATENbHBIA paccopoc O TEKYIIeH Wiu
MPOBOJIMMON paHee JICKApCTBEHHOH TEepamuy, COIMYTCTBYIONIUX CHCTEMHBIX 3a00JICBaHUAX U
XPOHUYECKOW TATOJIOTHH, HAJTUYHH OHKOJIOTHYECKUX 3a00JIeBaHUH Y pOJACTBEHHUKOB. O0s3aTeNieH
cOOp AMUIEMHUOTIOTHYECKOTO aHaMHe3a CEMbBH: YCIIOBHSI TPOXUBAHUS, CAHUTAPHO-THTHEHUICCKUN
YPOBEHb OKPYXCHHS, HAIWYHE XPOHHUYECKUX WH(MEKIIMOHHBIX 3a00JeBaHuid y OJIH3KUX
poncTBeHHUKOB. OueHbh BaKHO YTOYHHWTH, OTKyJa TOCTYIHJ MAIMEHT: W3 JoMa WM U3 APYrHX
MEIUIIMHCKUX opraHu3anuii. Eciu manuenT B mocieqHee BpeMst JICUWIICS B APYTHX METUIIMHCKHX
OpraHmM3ainusax, o0sf3aTeIbHO HYXHO BBISICHUTH BCE JeTalld Tepanud, B OCOOEHHOCTHU
MPOTUBOMH(EKIIMOHHON Tepanuy, a TaKkKe HalIUYue WIM OTCYTCTBHE pa3IUYHBIX JieueOHO-
JMArHOCTUYECKUX MaHUMYJSIMM, TaKuX Kak KaTeTepu3alusi, HapKo3, UHTyOaIus, UCKYCCTBEHHAs
BEHTUJISIUS JIETKUX.

2.2. PDu3uKajabLHoe 00c/IeJ0BaHNe

- Bcem mammentam mosioxke 18 ser ¢ momospennem Ha OJIJI, a Takke BceM MaluUeHTaMm C
BepudurupoBanasiM OJLJI npu nepBUYHOM WIIM TIOBTOPHOM IIPUEME, PEKOMEHYETCsI BHITIOJIHCHHE
BH3YaJIbLHOTO OCMOTpa TEPareBTUYECKOTO, TaJbIallMM TEPANeBTUUECKOW W  ayCKYJIbTaIluu
TEpPaneBTUYECKOW IS YTOYHEHHUs PACIPOCTPAHCHHOCTH 3a00JICBaHUS W OIEHKH COCTOSIHHS
MaIMenTa, B TOM YKCJIe OTACIbHBIX OPraHoOB U cucTeM [1-4].

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

KommenTtapuu: oOuiuii ocMOTp mojpa3ymMeBaeT OLEHKY 00Imero (u3MuecKoro COCTOSIHUSA,
pocta M Macchl TeJa, a TaKXkKe JAETajJbHYI0 OILIEHKY COCTOSIHUS BCEX OPraHOB M CHCTEM H
HeBpoJioruyeckoro craryca. Ocoboe BHHMMaHUE CleIyeT OOpaTuTh Ha JOKYMEHTHPOBaHUE
MPOSIBIIGHUN OCHOBHOTO 3a0osieBaHus (OMHUCAaHHWE BCEX TPYNN YBEIUYEHHBIX JUMQOY3JIOB C
pa3Mepamu, pa3Mephbl MEUEHU U CeJIe3€HKM — B CAHTUMETpaxX HUXKe Kpas peOepHOW Iyru Mo
CPEIHEKITIOUUYHON JIMHUM, pa3Mephl SIMUEK Y Malb4MKOB, HAIMYME/OTCYTCTBUE JICHKEMHUIOB Ha
KOYK€) U BBISIBJICHHE BO3MOXKHBIX 04aroB MH(EKIIHH.

2.3. JlabopaTopHble AMATHOCTHYECKHE UCCIeTOBAHUS

2.3.1. JlaGopaTropHble HCCJACAOBAHUS [JI1 BepH(UKANUM [MATHO3a, OLEHKH
NPOrHOCTHYECKUX (PAKTOPOB U 001Er0 COCTOSTHHUSA MALMEHTA

Bepn(blzncaum{ AWarHo3a HNpoOBOJUTCA C MOMOINBKO HUTOJOTHYCCKOIO WM HHUTOXUMHUUYCCKOTO
HCCICIJOBaHUA MAa3KOB KOCTHOI'O MO3ra " HCpH(I)CpH‘-ICCKOfI KpOBH, MHOT'OLIBETHOM HpOTO‘-IHOﬁ
UTOMCTPUH KIIETOK KOCTHOI'O MO3ra, HUTOTCHCTUYCCKOTO U MOJICKYJISIPHO-TCHECTUYCCKOTO aHaIn3a
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omyxoieBbix JuMmdoodmacto [1-5, 7]. JluarHocTHueckuii mepwo] HE JOJDKEH 3aHMMaTh Oojee 2
CYTOK (32 UCKIFOYUEHUEM LIUTON€HETUUECKOTO U MOJIEKYIISIPHO-0MOJIOTHYECKOTO UCCIIEI0BAHUA).

- Bcem manmentam muanme 18 ner ¢ mogo3penuem Ha OJIJI, a Takke BceM marueHTam C
BepuduuupoBanasiM OJIJI mpu nmepBUYHOM mpreMe W BO BpeMs mposeneHust X1 peKoMeHayeTcs
BBINIOJIHEHUE 00miero (KJIMHUYECKOT0) aHajiu3a KpPOBH pa3BEPHYTOrO C  00s3aTEJIbHBIM
maddepeHIpPOBaHHBIM TOJCUETOM JICHKOIMTOB (JeWKoruTapHas Qopmyna) s Bepudukanuu
JIMarHo3a, KOHTPOJIsl TEPAITUK U BEIPAOOTKH TAKTUKHU BeICHUs ManuenTa [1-4].

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMeHTapuu: naHHble OOIIEro aHaiau3a KPOBU MO3BOJIIOT CYIUTh O BBIPAKEHHOCTU
TPOMOOIIMTONEHU W AaHEMHUH M HEOOXOJUMOCTH TPOBEACHUS 3aMECTHUTENIbHON Tepanuu
KOMIIOHEHTaMH KpoBH. OOImiee KOJUYECTBO JIEHKOIMTOB M Haluyue OJACTHBIX KIETOK B
nepudepudeckol KpoBU 0 Hayajla Tepanud HEOOXOIUMO JJs MOCIEAYIOIIEr0 CTaJupOBaHHUS,
onpe/ieNieHus TPYIIbl pUCKA U HA3HAYEHUSI a[ICKBATHOM Tepanuu.

- Bcem mammentam muamgme 18 smer ¢ momo3pennem Ha OJIJI pexomeHgyeTcs MOJIydeHHe
uurtojornyeckoro mnpenapata KM myreM OyHKIMM € HOCIHEAYIOIIMM  LIUTOJIOTMYECKUM
uccienoanueM Maska KM (muenorpamma) st Bepudukammu auartsosa [ 1-4, 7].

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTapun: nuarno3 OJIJI craButcs Ha OCHOBaHWM OOHAPYXEHHUS B MYHKTAT€ KOCTHOTO
Mo3ra Ooisiee 25% nelKeMHUYECKUX KIETOK, IJIi KOTOPbIX MOP(OJOrMYEeCKH U ITUTOXUMHYECKU
JI0Ka3aH OJIMH U3 BapUaHTOB JIUMMOoUaHOHN nuddepeHIIpoBKH.

KM acnmpupyerca u3 3-4 aHaTOMUYECKUX TOUYEK. J[JIsl MyHKIMI MCMOJIB3YIOTCS MEPEAHUE U
3aJIHue TPEOHU KPBUIHLEB MOIB3A0IIHBIX KOCTEH.

Mopdonornueckas knaccupuramus OJIJI cormacHo rpynmne DAb (Dpanko-Amepuko-
bpuTtanckass KoomepaTuBHas TIpyIla) HAa OCHOBAaHUM pPa3MEpOB, CTPOCHMS sApa, HAIWYUSL
BKJIIOYCHUN W JPYrMX NPU3HAKOB mojpasaenser yumdoobnmactel Ha rpynmel L1, L2 u L3. B
HaCTOSsIIee BPEMS OCTPBIH JIeHK03 co 3peibiM B-perorumnom u L3-Mopdostorueit 6;1acTHBIX KIETOK
OTHOCUTCSI K TpYyNIE HEXOMHKKUHCKUX JIUMGOM U €ro AUarHoCTUKa M JIeYeHHUE JOJIKHBI
MPOBOUTHCS COTIACHO COOTBETCTBYIOIIMM KJIMHUYECKMM peKOMeHaalusmu [ 1-6].

- Bcem nmanuentam mitaauie 18 ser ¢ nogo3pennem Ha OJUJI pekoMeHayeTcsl IMTOXUMHUYECKOE
uccienoBanue npenapara KM mis Bepudukanuu quarsosa [1-4, 7].

VYpoBeHb yoeauTeabHOCTH pekomenaaruii — C (YypOBeHb JTOCTOBEPHOCTH JIOKA3aTeNILCTB — 5).

KommenTtapuu: L{uToxumudeckoe Hccie0BaHne OMyXO0JIEBbIX KIETOK SBISETCS BaXKHBIM IS
muddepeHnrnanbHOM TUArHOCTUKU C ApyruMH Bapuantamu jerikemuu. [Ipu OJIJI B OGmactHbIX
KIIETKaX OTCYTCTBYET AaKTHUBHOCTh MHEIOTEPOKCHAa3bl U Hecmenu(puyecko 3cTepasbl Kak
KITFOYEBBIX MapKepoB HETUM(OUIHBIX KIETOK-TpeAlIecTBeHHUKOB. [loaToMy mpoBeneHne 3THX
JIBYX UUTOXUMHUYECKHX pEaKkIuil — peakuud Ha MHUEIONEpPOKCUIa3y ¢ peaklud Ha
Hecnenu(pUIecKyro 3cTepasy ABIsIeTCs 00s3aTeabHbIM [2-4].

- Becem marnmentam miaame 18 ner ¢ momo3penneM Ha OJIJI pekoMeHmyeTcsi mpoBeIeHHE
MMMYHO()EHOTUITHPOBAHUS TEMOIMIOITUYECKUX KIETOK-TipeamecTBeHHUI] B KM s Bepudukanuu
JMarHo3a,  ONpeAeNieHUs  JIMHEWHOW  MPUHAANEKHOCTH  ONACTHBIX  KIETOK,  TPYIIBI
MPOTHOCTHYECKOTO PHUCKa M TaKTUKU Tepanuw [1, 2, 14, 3-6, 10-13].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaruii — C (YypOBEHb JOCTOBEPHOCTH JI0KA3aTENLCTB — 5)

KommMenTtapuu: MynbTunapamerpudeckas TpOTOYHAS HUTOMETPHS, MPOBOAUMAS C IIEIBIO
TOYHOTO OTIpeJIeNIeHUs UMMYHO(EHOTHIA JIEGHKEMUYECKOTO KJIOHA, 3aHUMAaeT LIEHTPaTbHOE MECTO B
muarnoctuke OJUJI, mo3Bosser mpoBectd updepeHIHATbHYIO IHATHOCTHKY C OCTPBIMH
MUEJIOMIHBIMU JICHKO3aMHU M C OCTPBIMH JICMKO3aMHU CO CMemaHHbIM (eHoTunoM [9], ABISACH
OYEHb BAXKHBIM U OOS3aTEIBHBIM METOJIOM JUISl IUArHOCTUKU pa3nu4HbIX BapuaHToB OJIJL, mms
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cTpaTH(UKaLMK Ha TPYMIBl pUCKa U i nocienytomero onpeaenenus MOB [1-6]. B nactosimiee
BpeMs JUII MMMyHoJiorndeckoil kimaccudpukammu OJUJI ucmoneiyrores cuctema EBponeiickoit
IPYIIBl 10 UMMYHOJIOTHUYECKON Xapaktepuctuke Jeiko3oB (European Group of Immunological
Markers for Leukemias, EGIL) [11] ¢ yderom mO3[HEe BHECCHHBIX HM3MCHCHHMH, a TaKXKe
wiaccudukanuss BO3  [10]. Pasnuunble MMMyHO(EHOTHUIHMYECKHME BapuaHThl  OOJIC3HU
MpeACTaBJICHBI B Ta0IMIE 1.

Cpemn kak B-, tak u T-nmunerinbix OJIJI BBIACIAIOT HECKOJIBKO BAPUAHTOB, OTIMYAIOIIUXCS
crenenbto "3penoctu"” omyxosieBbix kKieTok (BI-BIV u TI-TIV), a Takxke otaensHyro rpymnmy OJIJI
u3 panHux T-nuHeiHbIX npemmectsenHukos (ETP-OJLT) [10, 12, 13].

Penxue ciydgan BIT-OJIJI ¢ MOBEpXHOCTHOM SKCIpPECCHEd TSHKENBIX W/WIM JIETKUX IIeTICH
MMMYHOIJIOOYJINHa Ha TOBEPXHOCTH OIYXOJEBBIX KIETOK HE HMEIT JApPYyruX MPHU3HAKOB
numdompbl/neiikosa bepkutra (Mmopdomnorus L3 no kinaccudukanuu ®AB, nepectpoiiku rena MYC,
BBICOKasi CKOpOCTh Iposudepanun). Takue ciydan ¢popMaiabHO oTHOCAT K BIV-ummyHoBapuanry,
HO BKJIFOYAOT B oOrienpunsroe geueaune OJIJI [13, 14].

Ilanens anturenoB jna guarHoctuku T-OJIJI mommkna o6Gs3arenbHo BKiouate CDla u T-
kietounsle perentopsl (TCR).

Tadnmmua 1. UmmyHnodpenorunuyeckas kiaaccupuxanust OJIJI mo EGIL, 1995 [11] c
y4eTOoM Mo3/Hee BHeCEHHbIX H3MeHeHuit [13, 14]

B-muueitasre OJIJI

CD19" w/unu CD79a" w/umn CD22cyt*
u HecootBeTcTBHE Kpurepusm T-OJIJI, OMJI, MPAL [10]

BI (ITpo-B-OJIJT) CD10%lglg
BIl ("Common"-OJLJ) CD10%ilg’lg
BIII (IIpe-B-OJLT) ilg*lg”

BIV (B-OJLI) Ig*

T-nuueiiasie OJIJ1

iCD3+ u necoorBercTBHe kKputepusim MPAL [10]

TI (Tpo-T-OJLJT) CD2 CD5 CDla CD3TCR
TII (ITpe-T-OJLT) CDla, CD2* u/unu CD5" w/unu CD8"
TIII (Koprukansusiii T-OJLT) CD1l1a"
TIV (3pensrii T-OJIJ) CD3**, CD1a-TCR*"

|

[Ipumedanue: 1 — BHYTPUKIETOYHAS IKCIPECCUSI MapKepa.

- Becem manuentam miaame 18 jer ¢ momo3penuem Ha OJIJI pekomeHayeTcs mpoBeleHHE
LUTOT€HETUYECKOT0 HCCIeOBaHUA (KapHOTHII) M MOJIEKYISIPHO-TEHETUYECKOTO HCCIeI0BaHMS
(FISH-meTon) Ha omny mapy xpomocoMm acnupata KM ¢ 1enpio Bepu(HUKAlUH JUAarHO3a,
OIIPEJICNICHHUsI TPYIIBI MPOTHOCTHYECKOTO PUCKaA M TAKTHKH Tepanuu [2-5, 7, 10, 15-18].

VpoBeHb yoeautenbHOCTH pekoMeraanuii — C (YpOBEeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

Kommenrtapuu: IlutoreHermueckoe HccieloBaHHE JEMKEMHYECKMX KJIETOK  JOJDKHO
00s13aTeNIbHO BKJIIOYATh B ce€0sl KapUOTUIIMPOBAHHUE, UCCIEOBAaHUE METOA0M (hIyOpeCLEeHTHOH in
situ rubpuauzanuu (FISH) u OT-TILP st BRISIBIEHUS BCETO CIEKTPa XapaKTEPHBIX MEPECTPOCK.

B HacToAICC BpEMA CICAYIOIUEC TPAHCIIOKAlIUU OJHO3HAYHO UMCIOT KIIMHUYCCKOC 3HAUCHUC
~1(9:22)(q34:q11)/BCR-ABLL; t(4:11)(q21;q23)/KMT2A-AFF1 u t(12;21)(p13;q22)/ETV6-
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RUNXI1, BbicOKasgs TUOEpAUIUIONANS, TUIOIUIOMAHBIA  KapUOTHI, BHYTPUXPOMOCOMHAas
amumdurarms xpomocoMel 21 (IAMP21). OnHako B MOCIETHEM IMEPECMOTPE KIACCHU(PUKAIIUU
BO3 Breigensiercss 9 nurorenernyeckux noxarpynn npu BII-OJUI (em. "1.5. Knaccuduxanus"),
UMEIOLIHX ONpeIelICHHOE poTHOCcTHYecKoe 3HaueHue [10].

VYuuteiBas Boienenrne BCR-ABL1-nogo0ubix OJIJI B oTACNbHYIO OATpYIY, TPEOYIONIYIO B
HEKOTOPBIX CIy4asX OTAEIbHBIX TEpaleBTUUECKUX OILMN, KpailHEe >KelaTeJbHO WHULUAIbHOE
onpenenenue nepecrpoek renoB CRLF2, ABLI, ABL2, JAK2, EPOR, PDGFRB wu apyrux, a
TaKKe BblJeNIeHUEe Tpymnibl Tak HasbiBaeMbIX IKZF1-mmtoc neiiko3oB (meneuust rena IKZF1 B
coueranuu ¢ nenernueit CDKN2A, CDKN2B, PAXS unu PAR1 B oTcyrcTBue neneruu reHa ERG).

Ompenenenue Jpyrux HECIy4YalWHBIX TEPECTPOEK >KenaTebHO (0COOEHHO B paMKax
MYJBTULEHTPOBBIX KIMHUYECKUX MCCIEAOBAHUIN), OJIHAKO HUX KIMHUYECKOE 3HaYeHWe s
MPUHSTHS TEPANeBTUUECKUX PEIIEHUH OCTAETCSl HESICHBIM.

- Bcem mammentam monoxke 18 mer ¢ momospenueM Ha OJIJI, a Takke BceM MalfdeHTam C
BepudunupoBanHbiM OJIJI B nuarHocTHdeckuil mepuoja U B IPOLECCE Tepamuu PEKOMEHIYeTCs
MPOBEJCHUE CIIMHHOMO3TOBOW TMYHKIIMU C OOs3aTEeNIbHBIM TOCIEAYIOMIUM HCCIIEI0BAaHUE YPOBHS
Oeka B CHUHHOMO3TOBOM JKHJKOCTH, HCCJIEIOBAaHHE YPOBHSA TJIIOKO3bI B CHHUHHOMO3TOBOM
KHUJKOCTH, MUKPOCKOITMYECKUM HCCIIEIOBAHUEM CITMHHOMO3TOBOM JKUJIKOCTH, MTOJACUYETOM KIIETOK B
CYCTHOM Kamepe (OmpenesieHue IUTO3a) U IIUTOJIOTHYECKHUM  HCCIEAOBAaHHUEM  KIIETOK
CITMHHOMO3TOBOM JKHUJKOCTH JUIsl MOATBEpKAeHus/uckmoueHus nopaxkenus [[HC, ompenenenus
IPYIIIbI MPOrHOCTUYECKOTO PHCKa U BbIOOpa TakTHKU Tepanuu [1-6, 16, 17, 19].

Yposens yoeaurenbHoCTH pekoMeraaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — D).

KommenTtapun: HWccnenoBanue nuKBOpa 0053aTeIbHO JUISI TTOATBEPIKICHUS/UCKITIOYCHUS
muarHoza mopaxenus [[HC (meiponeiikemMun), 4To HEOOXOAUMO IS TOYHOTO OIPEACIICHUS
TPYIIbI pUCKa U Ha3HAYEHUS a/IeKBaTHOU TEpaIuu.

B pesynbpraTe ananuza JMKBOPa BOZMOXKHBI CIIEAYIOIINE BAPHUAHTHI:

- CNS1 — nynknus He TpaBmaTu4Has (< 10 3pUTPOIUTOB/MKI), OTCYTCTBHE JIEHKEMUYCCKUX
KJIIETOK

- CNS2 - nynknus He TpaBMmatuuHa, < 10 JEHKOIUTOB/MKJI, BO3MOXKHO HAJIUYUE
TEHKEeMUYECKUX KIIETOK

- CNS3 — mysknus He TpaBMartuyHa, = 10 JEHKOIMTOB/MKJ, HaJIUYHE JICHKEMHUYECKUX
KJIETOK TOCJIe HUTOLEHTPUPYTUPOBAHUS

- TLP* — TpaBMaTH4HAas MyHKLKUS C IPUMECHIO JTIEHKEMUYECKHUX KIIETOK

- TLP™ — TpaBMaTuyHas MyHKIHUs, OTCYTCTBUE IPUMECH JIEHKEMUYECKUX KIIETOK.

Jlnarnoctuueckas gromOanbHas MyHKUIUS JOJDKHA HMPOBOAUTHCS TOJBKO OTBITHBIM BpPadoM
noJ oOmieil aHecTe3ueil ¢ IENbl0 CHIDKCHUS PUCKA TPAaBMATUYHOCTH M MEXaHHUYECKOTO 3aHoca
OnmacTHeIX KieTok mnepudepudeckoil kpoBu B IIHC. Tounas nAuMarHoCTHKa WHUIMAIBHOTO
nopaxenust [IHC Bo3MOKHa TOJIBKO IyTeM MPUTOTOBJIEHUS LIUTOINpeNnapara NIepBUYHOTO JIMKBOPA
Ha uToneHTpudyre. Oceanue KJIETOK JIMKBOPA Ha CTEKJIO €CTECTBEHHBIM ITyTeM TpeOyeT 6osiblie
BPEMEHH, YTO HEHM30e)KHO NPHUBOAMT K JeopMamuy KIETOK, HOSBICHHIO apTe(akToB W
HENpPaBUWIbHOM HHTEpIpETAIlMM JAHHBIX.

[IpoBeneHne Jie4eOHBIX CHMHOMO3IOBBIX HYHKUMH C HHTpaTeKaJbHBIM  BBEJECHUEM
XMMUOTIpenapaToB sBiseTcsl 0043aTenbHbIM KoMnoHeHToM B siedeHnn OJIJI. JlukBop o0si3aTenbHO
UCCIeIyeTCs KaKAbli pa3 MpH MpoBeIeHHH JitoMOanbHol myHKimu [1-6, 16, 20].

- Bcem manmentam mmmamgume 18 sner ¢ monpospenuem Ha OJIJI, a Taxke BCeM MalMeHTaM C
BepuduuupoBanasiM OJIJI npu nmepBuYHOM Ipueme U BO BpeMs npoBezeHus X1, pekoMeHyeTcs
BBITMIOJTHEHUE aHAJIM3a KPOBU OMOXMMMYECKOTO OOILIETepaneBTHYecKoro (MOuYeBHHA, KPEaTHHMH,
oOmmit  Oenok, OunupyOuH, rmoko3a, JIJI, amwunasza, amaHuHamuHOTpaHcdepaza (AJIT),
acrapraramuHoTpancdepaza  (ACT),  wHarpumif,  Kanmuii,  KauplMi)  UIT  YTOYHEHHS
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pacrpocTpaHeHHOCTH 3a00JIeBaHUS M OLIEHKHM COCTOSIHMS IIallMeHTa, B TOM YHCIE OTHAEIbHBIX
opraHoB u cuctem [2-4, 20].
YposeHs yoeautenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).
Kommenrapun: buoxumudeckuii aHamu3 KpOBH JaeT HEOOXOAMMYI0 HH(poOpManuo o
COCTOSSHUM pPa3JIMYHbIX OPraHOB M CHCTEM, YTO HWIPAET KIIOUEBYIO pOJIb B IPEIYNPEKICHUU
pa3BUTHUSL TOKCUYECKUX OCJOXHEHHH U OMNpeneieHuH "MOTEHUHMAIbHOW MEepEeHOCUMOCTH"
XUMHOTEPAINH.

- Becem manmentam mutamme 18 ner ¢ momo3penunem Ha OJIJI, a Takke BceM marfueHTam C
BepuduuupoBanasiM OJIJI mpu mepBHYHOM MpUeMe U BO BpeMsl MpoBeaeHUS X1 peKOMEeHIyeTCs
BBINIOJIHEHUE KOaryJlorpaMMbl (OpPUEHTUPOBOYHOE HCCIEIOBAaHUE CHUCTEMBbl TIeMOcTasza) s
JMAarHOCTUKU/OMpEeNIeHUs] BEPOSTHOCTH Pa3BUTUSI TSDKEIIBIX T'€MOPPArMuecKuX/TpoOMOOTHUYECKUX
ocioxxHenuit [2-4, 20].

Yposenb yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapuu: Paznuunble paccTpoiicTBa remMocTasa (Kak TpomMOO3bl, TaK U KPOBOTEUEHMSI)
SIBJIIIOTCSL TOCTAaTOYHO YacThIM OCJIO)KHEeHHeM B mporecce jedeHuss OJIJI. DT1o cBa3aHO Kak ¢
OCOOEHHOCTSIMU caMoro 3a0o0JieBaHHs, TaK M C NPUMEHSEMBIMH XUMHoIpenapatamu. llostomy
HCCIIeIOBAaHUE KOAryJaorpaMMbl J0 Hayaia U B MPOLECCe TePauU SBISIETCS HEOOXOIUMBIM.

- Bcem nmanmentam mumaamie 18 ner ¢ momo3pennem Ha OJIJI, a Takke BceM ManuUeHTaM ¢
BepudumupoBanasiM OJIJI pekoMeHyeTcs omnpesesieHrne OCHOBHBIX TPYIN KPOBHU TO CHCTEME
ABO, ompenenenne anturena D cuctemsl Pesyc (pesyc-dakrop), ompeneneHue ¢GeHOTHNA IO
aaturesam C, ¢, E, e, C%, K, k u ompeneneHre aHTHIPUTPOLUTAPHBIX AHTUTEI C IEIbIO
MIPOBEICHUS 3aMECTUTEIILHON Tepaniyu KOMIIOHEHTaMH KpOBH IpH HeoOxoaumoctu [ 20, 21].

VYposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommenTtapun: YuutbiBasg HE0OOXOAMMOCTh TpaHC()Y3Uid KOMIIOHEHTOB KPOBH B TEUEHUE
nepuo/a JISYeHHs BCeM MalMeHTaM He0OX0IMMO ONpeIelIeHre IPYMIbl KPOBU U pe3yc-(akTopa.

2.3.2. JlabopaTopHbIe HccaeT0BaAHUS AJIs1 KOHTPOJIA 3P PeKTUBHOCTH Tepanuu

- Bcem nanmmentam maaamre 18 et ¢ OJIJI pekomenayeTcst Ha sTane HHAyKIuu (Ha 15-i neHp
Tepanmuu M [0 OKOHYAHUU HWHIYKLUHMH) TMOJy4eHHE IMTOJorHueckoro mpenapata KM myrem
MYHKIUU C TOCIEAYIOIIMM LUTOJIOTUYECKUM HccienoBaHueM maszka KM (Mmuenorpamma) s
Bepu(UKallMK cTaTyca NalleHTa 1o 3a00JeBaHuI0 (peMHUCCHs, PE3UCTEHTHOCTD) U BEIOOpA TAKTUKHU
nanpHelme repanuu [1-6, 16, 17, 22, 23].

VYpoBeHb yoeauTeabHOCTH pekomenaaruii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapun: OueHka paHHEro OTBETa Ha Tepamnuio SBISETCS KIIOYEBHIM MOMEHTOM B
nedenun OJUJL. Ilnoxolt paHHUN OTBET Ha Tepamuio SBJISETCS (PAKTOPOM HEOIAroNnpUsITHOTO
MIPOrHO3a U TpedyeT B psje caydaeB Moaudukanuu tepanuu. [lanueHTsl, He JOCTUTIIINE PEMUCCUU
110 OKOHYAHUU MHIYKIIMOHHOM (ha3bl, OTHOCATCS K MalMeHTaM BbICOKOTO pucka (rpymmsl E umm T-
HR npu crparudukanuu mno npotokony ALL-MB 2015 wnu rpynma BBICOKOTO pHCKa IO
nporokony ALL IC-BFM 2002 — cm. npunoxenne A3).

- Bcem mammentam miagme 18 ner ¢ OJIJI pekomennyercss Ha 8-l 1eHb MHAYKIIMOHHOW
Tepamnuy BHITIOJHEHHE OOIIero (KIMHUYECKOTO) aHajdn3a KPOBH Pa3BEPHYTOr0 € 00s3aTelbHBIM
g depeHInPOBaHHBIM MOICYETOM JEHKOLIMTOB (JeiKkouTapHas ¢opMmyia) sl OLIEHKH PaHHETo
OTBETa Ha Teparnuio (PeayKIus/MepCUCTUPOBAHNE OIACTHBIX KJIETOK B MepudepruecKkoil KpoBH) U
BbIOOpA TAKTUKH JanbHelen Tepanun [1-6, 17, 22-24].

YposeHs yoeautenbHOCTH pekoMeHnaiuii — C (ypoBEHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 5).

KommenTtapun: OueHka paHHEro OTBETa Ha TEPANMIO SBISIETCS KIIOYEBBIM MOMEHTOM B
neuenun OJIJI. Inoxoit oTBeT Ha cTepouHyto "hop-pasy" sBisercs pakTopoM HEOIArONPHUITHOTO
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nporuo3a u TpeOyeT B psle ciaydaeB (B 3aBUCUMOCTH OT IMPOTOKOJA TEPallMd M BapHaHTa
neiKkeMHun) MOAU(UKALIUU Teparuu.

- Bcem mammentam mutamgmie 18 ner ¢ Ph-mosutuBHbM OJIJI pexomeHayercs ompeneieHue
skcnpeccun MPHK BCR-ABLp210 (konmuectBeHHOe) U onpenenenue skcnpeccun MPHK BCR-
ABLp190 (xonnyecTBeHHOE) B AMHAMUKE (T€pel HA4aJOM KaXKJOro iTama Tepanuu u 1 pa3z B 3
Mecslla Ha JTane [OJ/IEPKUBAIOIIEM Tepanud W IOCIAE €€ OKOHYaHHUs) s KOHTPOJIA
3¢ dekTuBHOCTH U BbIOOpA TAKTUKHU JalbHeHen Tepanun [ 25-27].

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapun: Monutopusr tutpa tpanckpunta BCR-ABL y nanuentoB ¢ Ph-mo3utuBHbIM
OJUI sBnsiercss KIIIOYEBBIM YCIOBHEM JICUEHUS TaKUX IIallUEHTOB, IIOCKOJILKY B Cilydae
HEJOCTHKEHUSI/TIOTEPH MOJIEKYJIIPHON peMuccun TpeOyeTcsl yBeJInYeHHe J03bl/CMEeHa HHIMOUTOpa
tupo3unkuHas (UTK).

2.3.3. Monutopunr MOB

B mHacrosmiee Bpemsi crtaHmapToM MoHUTOpuHra 3ddexruBHoctu nedenus OJIJI cran
MOHHUTOPHHI OCTAaTOYHOMN omyxoJsieBoi mnomynsiuuu kietok (MOB) ¢ momomipio NpoTOYHOM
LIUTOMETPUU W/ MM MOJIEKYISIPHO-OMOJIOTHYECKMX METOJIOB. YKa3aHHbIE METOIbl 00Ja/1atoT
BBICOKOH UyBCTBHTENHHOCTHIO (0OHapyxkmBaeTcs 1 meiikemuueckas xiretka Ha 10%° HOpMambHBIX
reMOIMOATUYECKUX KJIETOK) W C HX IOMOIIBI0O MOXHO OTCIIeKHBaTh B JTUHAMHKE CYAbOY
nerikeMudeckoro kioHa. Coxpanenne MODB mocne HMTOCTaTUYECKOrO BO3ACHCTBUS SIBISETCS
caMbIM MOIIHBIM TpPOTHOCTHYECKUM (hakTopoM y mamueHtoB c¢ OJIUI, cBuaerenbCTBYIOLUM O
HEOOXOIMMOCTH M3MEHEHUs TepaneBTuYeckor TakTuku [23, 28-30]. Touku uccinemnoanuss MOB,
ONPENENAOIINE IPOTHO3, OTIIMYAKOTCS KAK B Pa3IUYHBIX TEPANEBTUYECKUX MMPOTOKOIAX, TaK U IS
pa3HbIX MeTONOB. bosiee Toro, B Hacrosiee BpeMss B Poccur BO MHOTHX CllydasiX HUCIIOJIb3YIOTCA
MPOTOKOJIbI, HE TMpeaycMaTpUBAIONIME MPUMEHEHHE pe3yibTaToB omnpeneneHus MObBb s
cTpatuUKalMK Ha TPYMIBI pucka y Bcex manueHtoB [4, 15, 31, 32]. Tlostomy B HacCTOSIIHA
MOMEHT pekoMeHAoBaTh MoHuUTOpUHr MODB Bcem mnamuentam ¢ OJIJI  mpencraBisercs
npexaeBpeMeHHbM. OHAaKO MpU BBEACHHM B TEPANIEBTHMUECKHE IMPOTOKOJIbI MOHMUTOpUHI MODB
MO>KET UCHOJIb30BaThCS KaK OJMH W3 OCHOBHBIX CTpaTHQUIMPYIOMHUX napameTpoB. Kpome Toro, u
B HacTosIlee Bpems mnaipeHtaMm Beicokoro pucka (rpymmsl E nmu T-HR npu crparuduxanuu no
npoTokosry ALL-MB 2015 wnu rpymnma Beicokoro pricka mo npotokosry ALL IC-BFM 2002 — cwm.
npuiokenne A3) monutopuHr MODB abcomoTHO HEOOXOIMM JUIsl  peIeHUs BOIpoca o
11e71eco00pa3HOCTH U CPOKaX MPOBEACHUS TPAHCIUIAHTAIIMU T'€MOIMO3TUYECKUX CTBOJIOBBIX KIIETOK
(TT'CK), Tak xak HeoOxoauMbIM ycioBueM ycnemHoi TI'CK sBisiercs nannune MOB-HeratuBHoOM
pemuccun mepen TpaHciulantanued  [33-35].  OOs3aTenbHBIM  YCIOBHEM  HCIIOJIb30BAHMS
pesynbraTtoB ompeaeneHus MODB s BbiOOpa TakTHKM JI€UEHUS SBISETCS BBINOJHEHHE
UCCIIeIOBAaHUS B OJHOW W3 Jaboparopuii, sBIsIomIeicss pedepeHCHON i KOHKPETHOTO
TEepaneBTUYECKOr0 MPOTOKOJIA.

- Bcem maumentam mianmme 18 ner ¢ nepBuuHO-pedpaktepHbiM OJIJI BbICOKOro pHcka
(rpynmnsl E nnn T-HR npu crpatudukanuu no nporokony ALL-MB 2015 unu rpynmna BBICOKOTO
pucka mo mpotokoiay ALL IC-BFM 2002 — cm. npunoxenue A3) peKOMEHIYeTCs MOHUTOPHHT
MOB (ummyHO(deHOTHUITUPOBaHHE OMOJOrMYECKOr0 Marepuana s BblABIeHHS MapkepoB MObBb
IIpU reMo0J1acTo3ax) Mocie KaxI0ro 3Tana Tepanuu Ui peleH s Borpoca 1 1eJIeco00pa3HOCTH U
cpokax mposeaerus TT'CK [33-35].

VpoBeHb YOeAUTENbHOCTH peKOMeHAaHi — B (YpOBEeHb JOCTOBEPHOCTH JIOKA3aTEIbCTB — 2).

KomMmeHTapuu: mamueHtaM Tpydmbl BBICOKOTO pHcka MOHHTOpMHT MOB  abconoTHO
HEoOXOAUM ISl PEelIeHust Bolpoca o IienecoodpasHocty u cpokax mposeaeHust TI'CK, Tak kak
HeoOxoauMbIM yenosueM yeneurHoi TI'CK siBisiercss nannure MOB-HeratTuBHON pemMuccuu nepes

Ctpanuua 11 u3 54


http://disuria.ru/

KnuHuyeckne pekomeHgaumm — OcTpbli numdobnacTHbIn nerkos — 2020-2021-2022 (31.01.2023) — YT1BepxaeHbl MuHagpasom PO

TPaHCIUIAHTALIUEH.

Jnis IpUHATHS TEPaneBTHYECKUX PEHICHWH HEO0OXOAMMO II0JIb30BAaThCS OJHUM M TEM XKe
MeTo10M At MoHuTOpUHra MOB Ha NpOTSHKEHUH TEpanuy U BBIIOJIHATH UCCIIEOBAHNS B OJHOU U
To¥ ke mabopatopun. Anann3z MOB BeimosHseTCs B 00pasmax KM.

- Mounuropuar MODB (uMMyHO(EHOTUNIUPOBAaHME OHOJOTMYECKOIO Marepuana s
BbIsiBIIEHUsT MapkepoB MODB npu remo0iiacto3ax) peKoMeHyeTcsl manueHTaMm mijaame 18 ser ¢
OJUI, nomyyaroium JiedeHHe 10 IPOTOKOJIaM, MPEeTyCMAaTPUBAIOLIUM CTPaTH (PUKALIUIO MAIIUEHTOB
B 3aBUCHUMOCTH OT BeamuuHbl MOB, 11t KOHTpoJsi 3((GEKTUBHOCTH W BBHIOOPA TAaKTUKU TEParuU
[29, 30].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommentapun: O6napyxenue MODB mocie NHHMTOCTaTUYECKOTO BO3IACHCTBUSA SIBISETCS
MOIIHBIM HPOTHOCTHYECKUM (akTopoM y mnauueHToB ¢ OJIJI, mostoMy OH HUCHOJB3yeTcs B
HEKOTOPBIX CYLIECTBYIOIIUX Ha CEroJHSALIHUM AeHb mnpoTokoiax Ttepanuu OJIJI B kaudecTBe
ctpatuduimpyromiero ¢gakropa [23, 28-30]. B 3aBucumoctr ot BenmnunHel MOB B onpenencHHbIC
KOHKPETHBIM TPOTOKOJIOM KOHTPOJIbHbIE TOYKM MEHSETCS TepamneBTHuYecKas TakTuka. Todku
uccnenoBanuss MODB, omnpenenstoniyie MPOrHo3, OTIMYAIOTCS B Pa3IMYHBIX TepaneBTHUYECKUX
npotokonax. He pexomenayerca wusmepenne MODB mnanueHTamM BHE KOHTPOJIBHBIX TOYEK
HCI0JIb3YeMOT0 MPOTOKOJIA.

JUis TpUHATHS TepaneBTHUECKUX PpEeHIeHH HeoOXOOUMO MO0JIb30BaThCsl OAHMM U TEM K€
MeTOI0M i1 MOHUTOpHHTa MODB Ha NpOTSKEHUU Teparuy U BBITIOJIHATh UCCIEIOBAHMS B OJTHOM U
TOM ke maboparopuu. Ananu3z MODB BeinosnHsieTcs B o6paznax KM.

2.4. UncTpyMeHTA/IbHbIE JUATHOCTHYECKHE HCCJIeJOBAHUS

- Bcem mammentam mosioxke 18 ser ¢ momospennem Ha OJIJI, a Takke BceM manueHTam ¢
BepudumupoBanapiM  OJIJI 10 Hayama Je4eHHs PEKOMEHIYETCS TMPOBEICHUE TMPHUICIHHON
peHTreHorpaduu OpPraHoB TPYIAHOW KJIETKM B TPSAMOW M TPaBOM OOKOBOW MPOEKITUH IS
IO ITBEPYK ICHUS/UCKITIOUCHHS TOPAKEHUS CPETIOCTEHUS M BEIOOpA TAKTHKM Teparuw [ 1-4].

VYpoBeHb yoeauTeabHOCTH pekomenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JJ0KA3aTENILCTB — 5).

KommenTtapuu: /luaraos omyxoseBoil Macchl B IEPEAHEM CPEIOCTEHUH CTABUTCS IO MPSIMOMY
U mpaBoMy OOKOBOMY PEHTT€HOBCKMM CHUMKaM TIpyIHON KJIeTKU. B ciydae ee BbIsBICHHUS
MOKa3aHO TaK)Xe MPOBEJACHUE KOMIBIOTEPHON TOMOrpaduu OpraHoB IPYJHON MOJOCTU C OLIEHKOM
TOYHBIX pPa3MEPOB OIyX0JeBOM Macchl. IIpsMoil u mpaBblii OOKOBOW PEHTICHOBCKHE CHUMKH
IPYAHOM KJIETKH JOJKHBI OBITH CENaHbl OJTHOBPEMEHHO U JI0 Hayalla JeueHusl.

- [Nammentam monoxe 18 et ¢ OJIJI B ciaydae BBISBICHUS OIMYXOJEBOW MAacChl B MEpeIHEM
CPEIOCTEHHU II0 JaHHBIM pPEHTTeHOrpapuu PEeKOMEHIYeTCsl MPOBEIECHUE KOMIIBIOTEPHOMN
tomorpadguu (KT) opranoB rpynHO#l MOJIOCTH Al OIEHKHM TOYHBIX Pa3MEpPOB OIyXOJIEBOTO
MOPAXEHUS U MOCIEAYIoIee KOHTPOIbHOE UCCIeOBaHUE M0 OKOHYAHUU MHAYKIIMOHHON Tepanuu
JUISL OLICHKH OCTAaTOYHOTO 00beMa OTYXO0JIM U BRIPAOOTKH TAaKTHKH Tepanuu [36].

VYpoBeHb yoeauTeapbHOCTH pekoMenaaiuii — C (YypOBEHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTtapuu: B ciydae BbISBICHHS MOpa)KEHHUS CPEIOCTEHUS MO0 TaHHBIM pEeHTreHorpaduu
HE0OX0IMMO HCIOJIb30BaHUE 00Jiee TOYHBIX METOJ0B BU3YAIU3AIMH C OLIEHKON TOYHBIX pa3MepoB
OTYXOJIEBOM Macchl. JTO HEOOXOAMMO B JAajbHEHINeM aisi OleHKH 3()(EeKTUBHOCTH Tepamuu,
KOHCTaTallMH CTaTyCca PEMUCCUU WIIH MOATBEPXKICHUS HEOOXOAMMOCTH H3MEHEHHS TepaTHH.

- Bcem mammentam momnoxe 18 nmet ¢ momospenuem Ha OJIJI, a Takke BceM MallieHTaM C
BepudunupoanubiM OJIJI 10 Hawanma JeyeHUS PEKOMEHIYETCs TPOBEACHHE YIbTPa3BYKOBOE
uccnenoBanue (Y3U) opraHoB OpromHOW Tmonoctu (KomIuiekcHoe), Y3U  3a0prommHHOTO
npoctpancTBa U Y3U opraHoB manoro taza (KOMIUIEKCHOE) JJIsi yTOUHEHUS PacCIpOCTPaHEHHOCTH
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3a00JIeBaHMs ¥ OLICHKU COCTOSIHUS MAIIMEHTa, B TOM YUCIIE OTICIBHBIX OPraHoB U cuctem [2-4, 20].
YposeHb yoeautenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).
KommenTapuu: [Ipoeaenune Y3M HeoOX0AUMO ISl OLEHKH HAIUYUS MOPAKEHUS U Pa3MEPOB

MHOWIBTPUPOBAHHBIX MAPEHXUMATO3HBIX OPTaHOB U JIMM(ATHUECKUX Y3JIOB OPIOIIHOM IMOJIOCTH,

SIMYEK, OPTaHOB MAJIOTO Ta3a, a TAK)KE BBISBICHHUS COITYTCTBYIOMIEH IMaTOIOTHH.

- buornicus simuka He pekoMeHyeTcs nanueHTaMm Mosioxe 18 ser ¢ nogo3penuem Ha OJIJL, a
TaKke nanuentam ¢ sepuduipoanabeiv OJIJT [1-4].

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

Kommenrtapun: /lnarHo3 MHUIUAIBHOTO MOPAXKEHUS SIMYCK YCTAHABIUBACTCS HA OCHOBAHUM
KIMHAYECKUX JTAHHBIX U YIBTPa3BYKOBOTO MCCIIEIOBAaHHUS OPTaHOB MOIIOHKH. bHoricus suyka mpu
MOJIO3PEHUH Ha WHHIMAIBHOE TOpaXEHHE He MoKa3zaHa. HWInanbHOE MopaXeHHWe SHYeK He
BIIMSIET HAa CTPATH(HUKALNIO ¥ BBIOOP TEpaIruu; OJHOCTOPOHHSS WU JBYXCTOPOHHSSI OPXUIKTOMHUS
HE TPETyCMOTpEHA.

- Bcem mammentam monoxke 18 mer ¢ momospenuem Ha OJIJI, a Taxke BceM MalMeHTaM ¢
BepudunupoBanHbiM OJIJI 1o Havana seyenust pekomenayercs nposeaeHue KT ronoBHoro mosra
i MPT ronoBHOro mMo3ra sl UCKIIOUEHUS/TIOATBEP kK ACHNUS HHULIManbHOro nopaxenus LIHC [1-
4].

VYposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Bcem mammentam mosioxke 18 ser ¢ momo3pennem Ha OJIJI, a Takke BceM manueHTam ¢
BepudumupoBanapiM  OJIJI 10 Hauvanma JedeHWST W B MPOIECCe TEpanmuud PEKOMEHIYETCS
peructpanus  dJIEKTPOKApAMOTpaMMBI M pacliu(dpoBKa, OMUCAaHHME U  HHTEpIpeTalus
ANEKTpOKapaAuorpaduIecKux  JTaHHbIX W dxokapaworpaduu  (Oxo-KI') mms  BeIsSBiICHUS
COITYTCTBYIOIICH MMAaTOJOTHH U BO3MOKHBIX KapAHOJIOTHYECKHUX OCioKHeHui [1-6, 20].

VYposens yoeaurenbHOCTH pekoMenaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KommMenTapuu: VYuuTheiBas KapAHMOTOKCHYHOCTh TIPENapaTroB TPYNNbl aHTPALUKINHOB,
ucnosibdyembix B Teparuu  OJIJI, kaxapli pa3 mnepen HMX BBEICHHEM BCEM TNalMEHTaM
pekomenayercs nposeaeHue IKI', Oxo-KI'.

2.5. UHple IMATHOCTHYECKHE HCCIeI0BAHUA

- Bcem mammentam mosioxke 18 mer ¢ momo3pennem Ha OJUJI, a Takke BceM manueHTam ¢
BepudunupoanusiM OJIJI 1o Havama nedyeHus PeKOMEHIyeTCs MPUEM (OCMOTpP, KOHCYJIbTAIHs)
Bpava-HEBPOJIOra MEPBUYHBIN U MpHeM (0CMOTpP, KOHCYJIbTAIMs) Bpada-0(TalbMOJI0ra NepBUYHBIH
JUISL BBISIBIICHHSI PaCIIPOCTPaHEHHOCTH IIpoIiecca M BEIOOpa TakTHKH Tepanuu [1-6, 20].

VYpoBeHb yoeauTeabHOCTH pekoMmenaaruii — C (ypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrtapunu: OcMOTp Bpada-HEBpoJiora HEOOXOOUM JJsi  BBISBJICHHS/MCKIIOUEHUS
MpU3HAKoOB Helponeiikemun (mopaxkenue YMH, ouwaroBas cumnromaruka). OcMOTp Bpaua-
o¢TanbMOJIOTa MPOBOJUTCS ¢ 003aTEILHBIM OCMOTPOM TJ1a3HOTO JTHA /7Sl BBISBICHUS/UCKIIOUCHUS
JeHKEeMUYECKON MHPUIBTPALINH, KPOBOU3IHSHHM.

- Becem manuentam mozoxe 18 ner ¢ OJIJI Beicokoro pucka (rpymnmel E wnum T-HR npu
crpatudukanuu no npotokoiny ALL-MB 2015 wim rpynma BbICOKOro pucka no mpotokoiny ALL
IC-BFM 2002 — cm. mpunokenue A3), a Takke MX CHONMHTaM M POTUTENSIM PEKOMEHIYeTCs
onpenenenne HLA-aHTUT€HOB ¢ LIeNb0 NOUCKA NMOTEHIMAIBHOrO noHOopa ais nposeneHus TI'CK
[4-6, 16, 31, 32].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).

Kommenrtapun: IlpoBenenne TI'CK mnokasaHo BceM NanueHTaM BBICOKOIO pucKa B 1-if
pEeMHMCCUU TIpU YCIOBUU OOHApYXEHHUS POJCTBEHHOTO IOJHOCTBIO COBMECTUMOIO JOHOpA.
[TanenTam, He MOCTHUTIIMM PEMHCCUU TOCIE MPOBEIACHUS WHAYKIMOHHOW TEpamuu, OOIUraTHO
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nokazaHa amoreHHas TI'CK mo0oro tuma (B 3aBUCUMOCTH OT JOCTYIIHOCTH JIOHOPOB U OT
TEXHUYECKUX Bo3MmokHocTel) [16, 31, 37-40]. Ilostomy Bcem mammentam HLA-tummpoBanue u
MHUIMALKUS TOMCKAa JIOHOpPA JOJDKHBI MPOBOAUTHCS Cpa3y MOCiE CTpaTH(UKALWW TAalHUEHTOB B
IpyIIy BEICOKOTO PUCKA.

3. Jleuenne
3.1. KoncepBaTuBHOe JleyeHU e

3.1.1. Jleuenue ocHoBHOro 3ad6o0aeBanus (OJL)

Lenu neuenus [1-6]:

- Dpaaukaius JeHKeMUYECKOTO KIIOHA;

- BoccTanoBieHne HOpMaIbHOTO KPOBETBOPEHHS;

- JlocTmkeHnne TIUTeIbHON 0€cCOOBITHIHHON BEKHBAEMOCTH.

Jleuenue OJIJI ocymiecTBisercs mpu MOMOLIM KOMOWHAIMI LIMTOCTAaTUYECKUX IpPEraparos,
BBOJIUMBIX DP/O, B/B, B/M W HWHTpATEKaJbHO TPU CTPOTOM COOJIFOJCHHWH 03I, JJIUTETLHOCTH H
BpEMEHHU BBECHMS COTJIACHO BBHIOpAaHHOMY TepamneBThdeckoMmy mpotokony [1-6, 15, 16]. Kpome
TOTO, JUIA psiia TAIMEHTOB B MPEIYCMOTPEHHBIX MPOTOKOJIOM CIydasx MPOBOIUTCS OOIydeHHE
LIEHTpaIbHOW HepBHOW cucteMsl [14, 41, 42]. Tepanus noipKHA OBITH HayaTa Kak MOXHO paHBIIIE,
OJTHAKO JUIS HadaJia Teparui He0OX0MMO OBITh TIOJIHOCTHIO YBEPEHHBIM B JIMarHO3€ U YCTAaHOBHTH
obobem mopaxenust [1-4]. Ins mpoBenmenus >()PEKTHBHOTO JIEUEHUS HEOOXOAMMa aJeKBaTHas
COIPOBOAUTEIIbHAS M 3aMECTHTEIbHAs Tepanus [43].

- Jleuenue marmentoB Mosoxke 18 net ¢ OJUJI cTtporo pekoMeHayeTcss TpOBOAUTE C MOMOILBIO
KOMOMHUPOBAHHOM IIMTOCTATUYECKON TEpanuu MO OJHOMY U3 CIEAYIOUIMX TepaneBTHYECKUX
MPOTOKOJIOB, UMEIOIIUX CPABHUMYIO 3DHEKTUBHOCTE (CXeMbl Tepanuu cM. [Ipunoxkenue A3):

- IIpotokou rpymmsl MockBa-bepnun (ALL-MB-2015) [44]

YpoBeHb yoeauTeabHoCTH pekomenaamuii — C (YypOBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- IIporokou rpymmnst BFM (ALL IC-BFM-2002) [45]

YpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YypOBeHb JTOCTOBEPHOCTH JI0KA3aTeIbCTB — 4).

Kommenrtapuu: JleyeHne HOMKHO OCYIIECTBISTHCS TOJBKO B COOTBETCTBUU C OJHUM U3
CHelHabHO pa3pabOTaHHBIX TEPANEBTUYECKUX MPOTOKOJIOB, MOAPOOHO pPEriIaMEeHTUPYIOLIEMY
7036l U KOMOMHAIUM TPUMEHSIEMBIX JIEKAPCTBEHHBIX IpPENapaTtoB, CPOKH BBEACHHUA, JAETalIH
oOcieoBaHUsl U TAaKTUKY IPOBEIEHUS IUTOCTAaTUYECKOW U COMPOBOAMUTEIBHON Tepamuu. 03w,
CPOKM U JUIMTENBHOCTh BBEICHHS JIEKAPCTBEHHBIX IMPENapaToB JOJDKHBI OBITh B CTPOTOM
COOTBETCTBUU C BHIOPAaHHBIM TE€PANEBTHUECKUM MPOTOKOJIOM. 3aMeHa JIEKapCTBEHHBIX MPErnapaToB,
MIPOITYCKHU BBEACHUSA, U3MEHEHHE J03bl, JUIMTEIHHOCTH UM OYEPEIHOCTH BBEICHHS MpernapaToB HE
JIOTTYCKAIOTCSI.

Jlo Havana Tepanuu MalMeHThl Pa3AeSAIOTCS Ha TPYIIBI pUCKAa — MOATPYIIBI HNAIlMEHTOB C
0osiee HU3KUM U 00Jiee BHICOKMM PUCKOM pa3BUTHS PELUANBOB 3a00JI€BaHUs, KOTOPOE MPOBOAUTCS
Ha OCHOBAHMHU IMPOTHOCTHYECKUX (PaKTOPOB, OMPEACNEHHBIX Mpu auarnoctuke [1-6, 16-18, 31].
Pa3nnuHble TepaneBTHMYECKHE IPOTOKOJBI MMEKT HECKOJIBKO OTIMYAKIIMECs ApPYyr OT Jpyra
KPUTEPUH, OINPEAEIAIONINE TPYNINBl PUCKA, COTJIACHO KOTOPBIM MAalMEHTH! MOJYYarOT pa3IudHbIE
BApMAHThl JICYEHUS, OJHAKO B OCHOBHOM TIAlIMEHTOB pAa3JeNsAloT Ha TpPU TPYNNbl pHUCKA:
CTaHJIAPTHBIH, IPOMEKYTOUHBIH U BbICOKU# (cM. [Ipunokenune A3).

Cospemennoe neuenre OJIJI cOCTOUT U3 HECKOIBKUX OCHOBHBIX (ha3: MHIYKLUS PEMHCCUU C
NoMoIIb0 4 1 Gosiee areHToB, BBOJUMBIX B TeueHHe 4-6 Henenb, MyJIbTHAreHTHAs KOHCOIHUIAINS
("3akperieHne") peMUCCHHM U TOJACP)KUBAIOLIAsl Tepamusi, Kak MpaBUio, aHTMMETaboJMTaMHu B
teuenne 2-3 mer [1, 4, 6, 46-48]. OcHOBHBIE OJJIEMEHTHI H BO3MOXHBIE HCIOIb3YEMbIE
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XMUMHOIIpENapaTsl IPeICTaBICHbI B TAOIHUIE 2:

Tabumuna 2. @a3el Tepanuu OJ1J] u ucnosib3yemble JIeKaPCTBEHHbIE NPenapaThl

da3a tepanuu Habop nexkapcTBeHHBIX IpenapaToB

WNunykuuonnas tepanus | [Ipeqauzonon™* W JeKCaMeTa30H™ *, BUHKPUCTHH**,
TayHOpyOUIIMH™*, acmaparmHaza**, rukIodpochamu**,
uTapabun™**, Mepkanromypun™*.

Koncomumupyromas MepxkanTomypua™*, #merorpexcar®*, acmaparunaza™*

Tepanus

PennnykunonHas Jexcamerazon™**, acnaparunaza™*, nokcopyOMIMH**, BUHKPUCTUH™*,

Tepanus nuTapabun**, nukinopocpamua™*

[TonnepxuBaronias Mepkanronypun**, merorpekcar™*

Tepanus

Nwmetorcs yOenutenbHbIe J0Ka3aTeNbCTBA YBEIMUYEHUS dS(PPEKTUBHOCTH TEpanuu MpU
WCIOJIb30BAHUN KaK MUHUMYM 4-KOMIIOHEHTHON HWHAYKIMOHHOM Tepanuu (TJIFOKOKOPTUKOHIBI,
BUHKPUCTUH™*, aHTpallUKJIMHBI W POJICTBEHHBIE COeMWHEHHUs, acnaparuHaza** [1, 15, 16, 18, 31,
49, 50].

Nunyknus pemuccun y nanueHtoB ¢ OJIJI nomkHa IpoBOIUTECA B CTAIMOHAPHBIX YCIOBHSIX.
[Ipu neuenun nauuenta ¢ OJIJI He0OX0AMMO OBITH TOTOBBIMU K Pa3BUTHUIO TSKEINBIX OCIO0KHEHHH,
TpeOyomuXx 0e30TIaraTeIbHONH HHTEHCUBHOW TEPAITHH.

Ornenka 3¢(HEKTUBHOCTH TEpAIUK IPOBOIUTCS Ha 8-#, 15-1 THU U 110 OKOHYAHUHU WHTYKIUH.
Ha 8-ii neHp oreHMBaeTCs KOJMMYECTBO OJACTHBIX KIETOK B TEpUBEpPUYECKON KpPOBU IOCIE
nuTOpenyKTuBHOM mpodaszel. Ha 15-i neHs — kommvectBo OsacTHBIX KieTok B KM. 1o okoHyannu
MHIYKIHOHHOM Tepamuy OLIEHUBAETCS TOCTH)KEHHE PEMUCCHUU — KOJUYECTBO OJIACTHBIX KIIETOK B
KM, nanuuue/coxpaHeHue 3KCTpaMeqyUIIpHbIX odaroB. OleHKa JUKBopa (Mccle0BaHUE YPOBHS
O0enka B CHMHHOMO3TOBOW JKUAKOCTH, HCCJIEIOBAHUE YPOBHS TJIOKO3bl B CIIMHHOMO3TOBOM
XKUJKOCTH, MHUKPOCKOIIMYECKOE MCCIIEJOBAHNE CIIMHHOMO3TOBOM JKUIKOCTH, MOJACYET KJIETOK B
cueTHOM kKamepe (ompeneieHHe I[MTO3a) U  LUTOJOTMYECKOE HCCIEJI0BaHUE  KIETOK
CHIMHHOMO3IOBOM JKUIKOCTH) MPOBOJUTCS Ka)XIblil pa3 MpH BBINOJHEHUH CHHMHHOMO3TOBOM
MYyHKIUK (cM. pa3zaen 2.3 naHHbBIX pekoMeHaanui). [lanueHTsl, He JOCTHUTIINE PEMHUCCHH IOCIe
WHIYKIIMOHHOM Tepalruu, MepeBOAsATCS B Tpymimy Bbicokoro pucka (rpymmsl E mmum T-HR mpum
ctpatudukanuu no npotokony ALL-MB 2015 wunau rpynmna BbICOKOTO pucka o mpoTtokoiny ALL
IC-BFM 2002 — cm. npunoskenne A3) [1-6, 17, 23, 51].

[TanMeHTsl, [MOCTUTIIME PEMHUCCUU IMOCIE WHAYKIMOHHOM Tepamuu, Jajee MOJIy4aroT
KOHCOJIUJUPYIOIIYIO TEpanui0 B 3aBUCUMOCTH OT BBIOPAHHOTO TEPAaeBTUYECKOTO IMPOTOKOJIA.
Tepanuss KOHCONMZAIMU TPU OTCYTCTBUM OCIOXHEHUW MOXKET MPOBOAUTHCA B YCIOBHUSX
cTauoHapa OJHOTo JHsA. Eciu TepaneBTUYECKH MPOTOKOJI HpPEeaycMaTpUBAET HCIIOIb30BAHHE
BBICOKUX 703 MeToTpekcara®™* (mpotokonsl BFM), OHHM [OMKHBI HPOBOJUTHCS B YCIOBHSIX
KpYIJI0CYTOYHOTO CTaloHapa U MOHMTOPHHIA KOHLEHTpaLuu MeTOoTpekcara™*,
KoHconumupyromas Tepanus, Kak IpaBUiIo, COCTOUT U3 HECKOJIbKUX (a3 (mpoTokonsl MB: ¢a3sl
S1, S2, S3; nporokoasl BFM — ¢aza II nporokona I, mpotokon M, II nporokon). Ilepen Hauanom
KaX/I0T0 3Tana o0s3aTeNbHO HCCIel0BaHUE OOIIero aHajau3a KpOBH, OMOXMMHYECKOTO aHalu3a
kpoBu. [lnomanp mnoOBepxHOCTM Tena JuId  pacyera J03 JIEKapCTBEHHBIX  IIPENapaToB
MEePECUUTHIBAECTCS 3aHOBO IEpe] HayalloM KaxaoM (a3bl KOHCOIMAMpYOLIEH Tepanuu. YCIoBUs
Hayaja OTHEJIBHBIX JTAallOB KOHCOJMAALMM IPOINUCBHIBAIOTCS B KaXJOM TEpaneBTHUYECKOM
MPOTOKOJIE M MOTYT HECKOJBKO OTJINYaThecs. OOs3aTeNbHBIM SBISIETCS COXpPaHEHUE KIMHMKO-
reMaToJIOTHYECKOM pPEeMHCCHUHU, OTCYTCTBHE NPU3HAKOB MH(EKIMH U OTCYTCTBHE LUTONEHUH B

Ctpanuua 15 us 54


http://disuria.ru/

KnuHuyeckne pekomeHgaumm — OcTpbli numdobnacTHbIn nerkos — 2020-2021-2022 (31.01.2023) — YT1BepxaeHbl MuHagpasom PO

nepudepuyeckoit kposu [1-4, 6, 20, 46-48].

- Bcem marmentam monoxe 18 mer ¢ OJIJI pekomenmyercss 00s3aTeIbHOE MCHOJIB30BAHUE
METOJIOB, HANpPAaBJICHHBIX Ha NPOPHUIAKTHKY WJIHM JIEYeHUE HeHpoleiikeMun (MHTpaTeKaabHOE
BBEJICHHE JICKAPCTBEHHBIX MPETApaToB, B OTICIBHBIX CIIydasXx — KpaHuaibHOe oOiydenue) [41, 42,
52-54]

YpoBeHb yOSAUTEIBHOCTH PeKOMEHAaIii — A (YpOBEHb JIOCTOBEPHOCTH JI0OKA3aTEILCTB — 1)

Kommenrtapun: O6s3arenbHbIM KOMIOHEHTOM B JieueHun OJIJI sBisiercs mpoduiakThka H
nedyenue Herposeiikemun [55]. OCHOBHBIMU METOJaMU MIPO(QUIAKTUKHU U JICUCHHS HEHPOJICHKEMUH
SIBJISIIOTCS ~ MHTPATEKaJbHOE BBEJIEHHWE XHUMHOIPENapaToB (METOoTpekcaT**, murapaOuu™*,
TIIIOKOKOPTUKOHUIBI) B BO3PACTHBIX JO3UMPOBKAX M KpaHUAJIbHOE OOIy4Y€HHE B paHHUE CPOKU OT
Hayana yiedyeHus. KpanuaiabHoe oOdydyeHHEe MMEeT HENOCPEICTBEHHBIE UM OTJAJIEHHbIE MMOOOYHbIE
3¢ (HEKThI, TOITOMY B COBPEMEHHBIX MPOTOKOJIAX OHO MCIOJIB3YETCS TOJIBKO IS HEOOJIBIION YETKO
BBIJICJICHHOM TIOrPYIIIIBI MAIMEHTOB — cM. paszen 3.3. UHoe neuenne [1, 17, 41, 42, 52-54, 56].

- YV namumenroB mmagme 18 ner ¢ Ph+-OJIJI (OJUUI ¢ Hamuuuem Quuianenshuiickoi
xpomocombl — 1(9;22)(q34;q11.2)/BCR-ABL1) pekomeHayeTcsi WCIOJIb30BAHUE HHTHOMTOPOB
MPOTEMHKHHA3 OJTHOBPEMEHHO U MOCJIe CTaHaapTHOM Tepanuu [ 15, 57-61].

Yposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTapun: OcobOyro TepaneBTHUECKYO TPYIIY COCTABIISIOT MalueHThl ¢ Ph-mo3utuBHBIM
OJUI (¢ namuuuem t(9;22) umu BCR/ABL), TpagullMOHHO OTIMYAIOIIMECS IJIOXUM IMPOTHO30M,
CBSI3aHHBIM C IIJIOXHMM OTBETOM Ha MHIYKIIMOHHYIO TEpPAIUIO M BBICOKOW YacTOTOH peruauBoB. Jlo
HEJaBHETO BPEMEHU CTaHIapTOM TEpPaITiu T TaKUX MallMEHTOB ObllIa MHTCHCHBHAS BBICOKOI03HAS
xuMuoTepanusi ¢ nociaenyomum nposeaeHueM TI'CK mpu ycinoBuM AOCTHXKEHUS PEMHUCCHH.
YuuTbiBas HMEIOMIMECS Ha CEroAHSIIHUNA JIeHb JIaHHBIE TPOBEICHHBIX MEXKIYHAPOIHBIX
WCCIIEIOBAaHUM, TOBOpAIINE O BBICOKOW 3()()EKTUBHOCTH HCIHOJB30BAaHUS y TAaKUX MalMEHTOB
MHTUOUTOPOB MPOTEUHKHHA3 HAa (POHE XUMUOTEPANTUU CHIKEHHOW MHTEHCUBHOCTH, B 3TOM Ipyrie
MAalMEHTOB € 15-r0 [OHS WHAYKIMOHHOW Tepanmuyd PEKOMEHIYETCS €XEIHEBHBIM TIpUEM
uMaTHEIGa** B 103¢ 300 Mr/m? [62]. TTCK Gomnblire He peKOMEH/TyeTcsl BCEM TAI[UEHTaM B TIEPBOi
PEMUCCHH, a OCTaeTci TepaneBTHUECKOW omimel y pedpakTepHbIX MAlUEHTOB W IPU Pa3BUTUU
penmauBa 3aboseBanus [58, 61].

B cinydae pedpakrepHOCTH BO3MOXKHO yBEIWYEHHE 1031 MMaTHHHOa** B nBa pasza (600
Mr/m?/cyt). B ciydae OTCYTCTBHS OTBETa Ha yBEIMYEHHE J03bI, PEKOMEHIyeTCs Mepexoj Ha
Tepanmuioo MHTUOMTOpPAMH TPOTEHMHKHMHA3 2-To MoKoneHus (#masatunn6** 80 mr/m%/cyr [63],
#annoTuHNG** 230 Mr/mM? 2 pasa B aeHb [64]). Kpome Toro, mioxast mepeHOCUMOCTh HMATHHUOA* *,
Jla’)ke HECMOTpS Ha JOCTIDKEHUE PEMUCCHH, W Hanuuue mytaruii B reHe ABL1, Taxxke sBisercs
OCHOBAHHUEM I 3aMEHbI €r0 Ha WHIHOMTOP NMPOTEUHKUHA3 2-TO MOKoJIeHUs (#mazatuHuo**) [57,
58, 61].

Hcnonb3oBanue #aa3zaTuHuOa** B MepBO IMHUU Tepallui PEKOMEH]IYEeTCS B Cllydae HaIH4uus
uHunmanbHoro nopaxenus HHC, T.k. oH gBiseTcs eMUHCTBEHHBIM MHTHOUTOPOM MPOTEHHKUHA3,
xopoio nponukaronum B ITHC [61, 65].

Ha ceromnsmHuii AeHp HE CYIIECTBYET CTaHOAPTHBIX PEKOMEHAAUNA OTHOCHUTEIHHO
JUIUTETHHOCTH TEpanuy MHruOUTOpamMu mpoTeuHKHuHA3. OHAKO MMEOIINECs NaHHBIE MO3BOJISIOT
PEKOMEHI0BATh MPOJIOIKEHIHE MOHOTEpAllUd WHTMOMTOpaMU MPOTEUHKWHA3 Yy ManueHToB ¢ Ph-
no3utuBHbIM OJLJI eme B TedeHHEe KaK MUHUMYM 3 JIET TIOCJIe OKOHYaHUsI XUMHUoTepanuu [58].

- ¥V narmentoB muaame 18 mer ¢ BCR-ABL1-nogo6usim OJIJI B ciyyae MiIoXoro paHHEro
OTBETa Ha Tepanuio U Hannuua myranuil B renax ABL1, ABL2, PDGFRB, CSF1R, pexomennyercs
ucnionszoBanue UTK B nononHeHne k cranmapTHO# Tepamnuu [66-70].

YpoBeHb yoeauTenbHOCTH pekoMenaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).

Kommenrtapun: OcoOyto TepameBTUYECKYIO Tpyliy cocTaBistoT namueHTsl ¢ BCR-ABL1-
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noo0HeIM OJIJI — BapuaHTOM JIeliKeMUH C MpOo(duIIeM IKCIPECCUr TeHoB, cxoaHbM ¢ Ph+-OJLJI,
onHako 0e3 obHapyxxenus xumepnoro rena BCR-ABL1. Dta noarpynna xapakTepu3yeTcst III0OXUM
MPOTHO30M, BBICOKUM PHCKOM pPa3BUTHS PEUUIMBOB U pedpaKTepHOCTH, pa3sHOOOpa3neM
KJIMHUYECKUX TPOSIBICHUM, MHOrooOpa3ueM BapHaHTOB MYTAallUi, aKTUBUPYIOIIUX pa3IUYHbIC
CUTHaJIbHBIE IMyTHU. Bce reHeTnueckue u3MeHeHus!, onucannble npu 3tom Bapuanre OJIJI, nensat Ha
HeckosbKo noarpyni: nepecrpoiiku CRLF2, nepectpoiiku renoB ABL knacca, nepectpoiiku JAK2
u EPOR, myranuu, axtuBupytouue curHanbible nytd JAK-STAT wnu MAPK, npyrue penkue
HapyIIeHUs KUHA3.

HecMmoTpst Ha CI0XKHYIO T€HETUYECKYIO KapTUHY, UMEIOIIMECS Ha CErOIHALIHUM JIeHb JaHHbIE
KIIMHUYECKUX UCCIICIOBAaHUI TOBOPAT 0 HAIMYKMK B OoJbrHCTBE ciiydaeB BCR-ABL1-mogo6HOTO
OJUJI, mumieHn nansi TapreTHOW Tepanmuu. B HECKOJBKMX UCCIEeNOBaHMSIX OblIa IMOKa3aHa
s dexTuBHOCTh y Takux nauueHtoB UTK B komOuHanmu ¢ xumuorepanuend. [Ipu Bcex nedexrax
ABLI1, ABL2, PDGFRB u CSFIR mnoka3ana 4yBCTBUTEIBLHOCTh K MHTHOMUTOpPAM THUPO3UHKHHA3
(umaTuHUO** i #nazatuHNO™*).

[lepectpoiiku JAK2/EPOR wu gpyrue, aktuBupytoume nyte JAK-STAT, moryr ObITh
yyBcTBUTENbHBl K wuHruouropam JAK2 (ATX — LOIXE, uHruOuUTOpH MNPOTEMHKHUHA3)
(#pykcomururuG** 40 Mr/m2 2 pasa B gens [71]).

- Bcem mammentam mutanme 18 et ¢ OJIJI HacTosITENbHO PEKOMEHAYETCS MPOBEIACHUE
MOJICPKUBAIOIICH Tepamuy MepKanTomypuHoM™* u merorpekcatom™* [1, 2, 73, 3-6, 15, 16, 32,
72].

VYposens yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 4).

KommenTtapun: [lognepxuBaromasi Tepanus MPOBOAWTCS 10  JOCTHDKEHHS — oOmmen
JUINTENbHOCTH Tepanuu 2 Troaa. llognmepkuBaromias Tepamusi COCTOUT M3  €XKEeIHEBHOTO
MEPOPATTLHOTO MPHUEMa MEpPKaNTOmypuHa™* ¢ exxeHeIenbHBIM BBEICHHEM MeToTpekcara™™* (B/M nmm
p/0 B 3aBUCHUMOCTH OT TEpPaNeBTUYECKOTO MpoTokoisia). OOsA3aTeNbHBIM YCIOBHEM aJIeKBaTHOTO
MPOBEJICHUS] TOJICP)KUBAIOIIEH Tepanmuu SBISETCS CBOEBPEMEHHAas KOPPEKIUs J03UPOBKHU
MepKanTomypuHa** m mertorpekcara** B 3aBHCHMOCTH OT KOJHMYECTBAa JICHKOIMTOB. 3amadeid
SIBJISIETCS] TaKasi FOCTUPOBKA J103, TIPEK/IE BCETO MEpKanTOMmyprHa™**, 4ToObI JIGHKOIMTHI CTa0WUIBLHO
nepxxanuck B mpeaenax ot 2000 go 3000/mki, HE QOmMyckas Kak pa3BUTHS aIula3ud, TaK H
yBenudeHus ierkoruToB Bhime 3000-3500/mko.

[Iporokonbl cepun MockBa-bepnun npegycMaTpuBaOT Takke IPOBEICHHE PEUHIYKUUN
(mexcameTtazoH** + BHUHKpUCTHH**), KakIble 6 HENENb IMOJyIepKUBaroIieii Tepanuu |74, 75]. Ha
MEPBBIX TPEX PEUHIYKIUSIX MPOBOAITCS HMHTpAaTeKallbHble BBEJIEHUS 3 XHMHOIPENaparoB.
[TaruenTam, KOTOPHIM MPOBOAUIIOCH KpaHHAIbHOE 00IydYeHHe, HHTPAaTEeKaIbHO BBOASTCS TOJIBKO 2
npemnapara — MmeroTpekcar** ne soaurcs [20, 32, 46, 47].

- Ilaumentam mpaame 18 ner ¢ OJIJI, HE AOCTUTIIMM PEMHUCCUU TOCIE HHAYKIIMOHHOMN
tepanuu (rpynmnel E umun T-HR npu crpatudukanuu no nporokony ALL-MB 2015 unu rpynmna
BbIcOKOro pucka mo mnpotokony ALL IC-BFM 2002 — cm. npunoxenue A3) pexoMeHIyeTcCs
pOBeIeHNE MHTEHCUBHOM Bhicokomo3noi ITXT [1-4, 6, 16, 32, 47, 48].

VpoBeHb yoeautenbHOCTH pekoMenaanuii — C (YpOBEeHb JJOCTOBEPHOCTH JIOKa3aTeNbCTB — 4).

Kommenrtapuu: IlanmeHTsl, ompeseneHHble B TpYINy BBICOKOTO PHCKa, IO 3aBEPIIECHUM
MHAYKIIMOHHOW Tepanuu, NOoJIy4aoT HHTEHCUBHYIO Bbicoko03HYt0 ITX T, mpencrapmnstomnyto coboi
KOPOTKHE TOocieoBaTeNbHble Kypchl nHTeHCHBHOM [IXT — "6moku". B 3aBHcHMOCTH OT Haln4us
MOKa3aHWH, COBMECTUMOIO JOHOpa M JIOCTW)KEHUS KIMHMKO-T€MaTOJOIMYECKOW peMHCCHUH,
naruentam nposoautcss TI'CK B MakcuManbHO paHHHE CPOKH.

Tepanus mnanueHtoB Bbeicokoro pucka (rpymnel E wmim T-HR mpu crpartudukanum mo
npotokoiry ALL-MB 2015 wnu rpynna Beicokoro pucka no npotokosny ALL IC-BFM 2002 — cwm.
npusoxenne A3) IpOBOJUTCS TOJIBKO B YCIOBUSAX KPYTJIOCYTOUHOTO cTanuoHapa. Ilepen Hagamom
Kaxaoro 010ka Beicokos103HOM XT 00s3aTenbHO MCcienoBaHUe OOIIEr0 KIMHMYECKOTO aHalu3a
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KpPOBH, OHOXMMHYECKOTO aHajlu3a KpOBU OOIIETEpaneBTHUECKOTO, HCCIEAOBaHUE (DYHKIHH
He(pPOHOB MO KIMPEHCY KpeaTuHuHa (1poba Pedepra), peructparus OKI'. [lnomans moBepxHOCTH
Tena Ui pacdera 703 JIEKapCTBEHHBIX IPENapaToB MEPECUUTHIBACTCS 3aHOBO TEpe] HadaaoM
Kaxoro 0oka. OueHka craryca peMUCCHU TPOBOJAMTCS Nepe HayainoM Kaxaoro 6moka XT.

Tepanust 10KHA HAUMHATHCS KaK MOXKHO OBICTpee, YTO OCOOCHHO Ba)KHO JUISi IEPBBIX TpeX
TEPareBTUYECKUX JJIEMEHTOB. BpeMEHHBIE TNMPOMEXKYTKH MEXKAY DSJIEMEHTAMHU OIPEIEIIIOTCS
BBIXOJIOM M3 arjla3vd, OOIIUM COCTOSIHHEM IallMeHTa U OOBEKTUBHO PETHCTPHPYEMON OpraHHON
TOKCUYHOCTHI0. MUWHHMAJIBHBI TPOMEXKYTOK MEXKIY HAdaloM [BYX IIOCJIEIOBATEIbHBIX
TEpareBTUYECKUX DIIEMEHTOB cocTaBisieT 21 neHs. Pemykius no3 He mpeaycmorpeHa. B ciydae
HEOOXOMMOCTH CpPOKH BBEACHUS KOHKPETHOTO IIperapara CABHTAIOTCS WM OH OTMEHSETCS.
TepaneBTHYECKNN 2JIEMEHT HE J0JKEH MPEPHIBATHCS.

- [Manwmentam wmmamme 18 ser ¢ OJIJI Boicokoro pucka (rpynnel E wmmm T-HR npu
cTpatudukanuu no npotokoiny ALL-MB 2015 wiau rpynna BbICOKOro pucka mno npotokoiny ALL
IC-BFM 2002 — cm. mpunoxenue A3), pedpakTepHbIM K CTaHAAPTHBIM KypcaM BbICOK0103HON XT,
PEKOMEHJIyeTCsl MCIOJb30BaHUE B COCTaBe OJOKOB BbicOK0a03HOM XT B KadecTBe Tepamuu 2-i
JIMHUY HOBBIX MPENapaToB TPYIIIbI aHAJIOTOB IMyprHa — Ko (hapaduHa/Henapaduna** [76-84].

VYpoBeHb yoeauTenbHOCTH pekoMmeHaaiuii — C (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTeNbCTB — 4)

KomMenTapun: OTa rpynna naiyeHToB Hy)KJaeTcs B AajbHEeHIIel HHTeHCU(UKALUK Teparnun
nyreM mnposeaeHus amioreHHod TI'CK. Heo6xoaumbeim ycnoBuem ycnemuod TI'CK sBnsercs
Hanuurue MODB-HeraTuBHOM peMUCCHH NEpe]l TPAHCIUIAHTALMEN, YTO 3a4acCTyIO SIBJISIETCS CIIOAKHOM
3a/auel M3-3a 3HAYUTENIbHOW MpeyIedeHHOCTH, pedpakTepHOCTH 3aboseBaHus K "cTaHIapTHOM"
XT ¥ orpaHUYeHHOTO KOJIMYECTBA HOBBIX aKTUBHBIX XUMHOIPENapaToB.

JlaHHBIE TIOCIIETHUX MEXIAYHAPOJHBIX HCCICIOBAHMK TOBOPAT 00 3ddexTuBHOCTH
WCIIOJIb30BAHUS Y 3TUX NALUEHTOB C IIEJIbI0 MTPEOJOJICHHUS] PE3UCTEHTHOCTH U JocTrkeHuss MObB-
HEraTUBHOM pemuccun ¢ nociuenyromum nposeneHrueM TI'CK HOBBIX mpenapaToB W3 TPYMIbI
aHajoroB mnypuHa — kiogapadbuna (mis BII-OJIJI u wmekotopeix moarpynm T-OJUJI) u
Henapabuna** (mus T-OJL).

Knodapabun — mypuHOBBIN HYKJICO3MJIHBIA aHAJIOT 2-TO TMOKOJEHUS, CO3JaHHBIA C HJeeH
HCIIOJIb30BaHUS BCEX IMPEUMYIIECTB €ro IpealieCTBEHHUKOB, #(ynapabuna** u #ximagpuduna.
MexaHu3M ero JAelcTBUsS KOMOMHUPOBAaHHBIM, OCHOBAaH Ha MHTHOMpPOBAaHMHM (PEPMEHTOB CHHTE3a
JIHK, a Ttaxke HENoCpeICTBEHHOIO BO3JCUCTBUS HAa MHUTOXOHJPUU C  BBLACICHUEM
MPOANONTOTUYECKUX OeTTKOB U 1uToxpoma C.

Henapabun™* — mnponekapcTBO aHanora JAe30KCUTyaHO3WHA, KOTOPOE JIEMETHIIMPYETCs
ajeHo3uHje3aMuHazoil B ara-G u Qocdhopunupyercs  A€30KCUTYaHO3MHKHMHA30H U
Ne30KCUIIUTHANHKIHA301 B 5'-MoHO(DOoChaT, KOTOpHIH 3aTeM KOoHBepTHpyeTcs B 5'-Tpudocdar, ara-
GTP. Axkymynsmus ara-GTP B nelikemuyeckux ONacTHBIX KIETKAX MPUBOIUT K HHTUOMPOBAHUIO
cunre3a JIHK u cMepTu kieTku.

[Taumentam ¢ OJIJI rpymnmbl BBICOKOTO pHCKA, HE JTOCTUTIIMM PEMHCCHH IOCIIE MPOBEACHUS
"cranmapTHOoii"  Bbicokonmo3HoM  XT, pekomeHayeTcss uUcCHoyb30BaHME Kiodapabuna B
MaKCUMAaJbHBIX 103aX WM HenapabuHa** (B 3aBUCMMOCTH OT HMMMYHOJOTHYECKOTO BapHaHTa
OJIJI) B koMOMHAIMM ¢ JAPYTMMHU XHUMHOIpenapaTaMu B cocTaBe OJOKOB BbIcOKo03HONH XT B
KaueCTBE Tepanuu 2-i JINHUU.

- Ilaumentam mnanme 18 ser ¢ BII-OJIJI Beicokoro pucka (rpynnel E umnu T-HR npum
crpatudukanuu no npotokoiny ALL-MB 2015 wnm rpynma BbICOKOro pucka no mpotokony ALL
IC-BFM 2002 — cm. mpunoxkenue A3) c BbicokuM ypoBHeM MODB mnocrne mnpoBeaeHus
BbICOKO103HONH XT pexkomeHyeTcst mpuMeHeHne OnuHatymomaba™** ¢ menbio goctwkenus MObB-
HEraTUBHOW peMuccuu ¢ nocieayromum nposeneHruem TI'CK [85-88].

VYpoBeHb yOeauTeNbHOCTH peKOMeHAaIuii — B (YpOBEeHb 10CTOBEPHOCTH JJOKA3aTEIbCTB — 2)

Kommenrapun: HeoOxoaumeiM ycnoBueM ycnemnoil TI'CK sBasercs nanmmune MOB-
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HETraTUBHOW peMuccHuu mepen ee nposeaeHuem [33-35]. Jlng peppakTepHbIX TAIMEHTOB U3 TPYIIIIHI
BBICOKOTO pPHCKa, JOCTHMIKEHME TaKOM PEMMCCHU 3a4acTyro SIBIISIETCS CIIOXKHOW 3ajauedl M3-3a
3HAUUTEJIBHOM  MPEJICYEHHOCTH M OIPAHMYEHHOIO  KOJIMYECTBA  HOBBIX  AKTUBHBIX
XUMHOIIPENApPaTOB.

B nocnenHee Bpems MpHUCTaJbHOE BHUMAHUE OKa3bIBAETCSI HMMMYHOTEPANEBTUUYECKUM
noaxonam B Tepanuu OJIJI. OnHMM M3 BapuaHTOB SIBJSETCS MCHOJB30BaHHME MOHOKJIOHAJIBHBIX
antuten — Oucnermduuecknx axtuBatopoB T-xietok (BiTE AT), xotopeie HampsaMyro
MOOWITH3YIOT AP dekTopHbIe T-KIeTKH I TPOTUBOOITyX0JIeBOTO neiicTBust. Omanm n3 Takux BiTE
AT sBnsiercst OnmuHaTYMOMAa0™**, KOTOPBIN MPEACTAaBIIIET COOON aHTUTENO-KOHCTPYKT, CEIIEKTUBHO
cBs3bIBarolieecs ¢ antureHoM CD19, skcnpeccupyemMbIM Ha MOBEPXHOCTU B-KIiIeTOK, U aHTUTEHOM
CD3, »kcnpeccupyemMblM Ha moBepxHocTd T-kimetok. Takum oOpasom, OnuHatymomad™*
MOTEHIUPYET HECTUMYJIUPOBaHHbIE T-KIETKHM M MHIYLUPYET HPSIMYI0 LHUTOTOKCHUYHOCTH MPOTUB
CD19+ B-mumdobmacroB. CambiM vacteiM Bapuantom OJIJI y nmeteii siBisercst omyxoib u3 B-
KJIETOK-TIPEIIECTBEHHUKOB. ApecT auddepeHIIupOBKH MOXKET MPOU30MTH Ha J00OM JTare
pa3BuTUs B-KkieTku, oJHaKo ¥ Ha paHHUX, U Ha 0ojiee MPOABUHYTHIX CTAIUSAX CO3PEBAHUSI OHU, KaK
npaBuJio, skcrpeccupyrotT CD19, Takum 00pa3om, CTaHOBSICh MUIICHBIO SISl OJTMHATYyMOMaba™*,

[Manmentam ¢ BII-OJUI Boicokoro pucka (rpymmsl E wnn T-HR npu crpatuduxanmu mno
npotokory ALL-MB 2015 nnm rpynma Beicokoro prcka mo npotokorry ALL IC-BFM 2002 — cwm.
npunoxkenne A3), ¢ BbeicOkuM ypoBHeM MODB mocne mpoBeneHus BbicOKOAO3HOM XT,
PEKOMEHIyeTCsl HCIOJIb30BaHue OnnHatrymomaba** ¢ menmpro poctmwkenus MObB-HeraTuBHOU
pemuccuu ¢ nocaeayromum nposeaenuem TT'CK.

brnunatymoma6** HazHawyaeTcs KpyrjlOCyTOYHON HenmpepbhlBHOW MH(]Y3uel neTsiM, BECOM 0
45 xr B no3e 5 MKF/MZ/CyT o 8-ro mHs, 3aTeM 15 MKF/MZ/CYT 10 28-ro mHs. JIeTsaM ¢ BecoM OOJIbIIIe
45 kr — 9 MKT/CyT 1 28 MKI/CyT COOTBETCTBEHHO.

- Ilammentam 1-18 ner mus nedenuss CD19-moJI0KUTENTBHOTO, OTPULIATEIBHOTO MO
bunagenbPuiickod  XpoMocoMe  peumauBHpyromiero  unu - pedpakrepaoro  OJIJI w3
MpeAnecTBeHHUKOB B-nmumdonuToB (mocie, mo kpaiHel Mepe, ABYX JIMHUN MPEIIICCTBYIOIICH
Tepanuy WK Mocie MePeHEeCeHHON ajUIOTeHHOM TpaHCIUIaHTAIlMM FeMaTOMO3TUYECKUX CTBOJIOBBIX
KJIETOK) PEKOMEH/IyeTCs TPUMEHEHHe OimHaTyMmoMaba** B Mmonorepanuu [87].

YpoBeHb yOeAUTEIbHOCTH PeKOMEeHAaIHii — B (YpOBEHb JI0CTOBEPHOCTH JIOKA3aTEILCTB — 2)

KomMmenTapuii: st pedpakTepHbIX U PEHUAMBUPYIOUIUX IMAIIMEHTOB M3 TPYIIbI BHICOKOTO
pHUCKa, JTOCTH)KCHHE IOJIHOW peMuccuu ¢ mnocnenyronuMm mposenenuem TI'CK (B Tom uumcie
MOBTOPHO) SIBJSIETCSI YKU3HECHACAIOMIMM JieueHueM. Pe3ynbTaTbl OTKPHITOIO MHOTOLIEHTPOBOTO
UCCIIEIOBAHUS MIPOJEMOHCTPUPOBAIN BBICOKYIO 3(PPEKTUBHOCTh NMPUMEHEHUsl OinHaTymMomada y
JTaHHOW Kateropuu OonbHBIX. Y 39% mnanueHToB ObLIT MOJyYeH MOJIHBIA OTBET Ha TEpamuio, U3
KOTOpBIX 0oJiee TOJOBHHBI JOCTUTIU MOJHOW KIMHUKO-TeMaroyiornueckoil pemuccun ¢ MOB-
HEraTUBHBIM CTaTyCOM, YTO B MOCIEAYIOIIEM M03BOJIMIO BeIMoMHUTE TT'CK.

brnunatymoma6** HazHayaeTcs KpyrioCyTOYHON HenmpepbhlBHOW MH(]Y3uel neTsiM, BECOM 0
45 xr B no3e 5 MKF/MZ/CYT o 8-ro mHs, 3aTeM 15 MKF/MZ/CYT 10 28-ro mHs. JleTsaM ¢ BecoM OOJIbIe
45 kr — 9 MKr/cyT U 28 MKI/CYT COOTBETCTBEHHO.

3.1.2. ConpoBoauTe/IbHasI TEPANUS

Jlis  aZieKBaTHOTO BBIMOJIHEHHUST TEPareBTUYECKOTO TMPOTOKOJAa HEOOXOJUMO CTpOToe
coOJItO/IEeHHEe TPHHLUIIOB COMPOBOAMTENBHOIN Tepanuu, KOTOpble MOAPOOHO OMHUCAHBI B KAXKIAOM
TepareBTUYECKOM MpPOTOKoJe M 3aBUCAT oT npumeHsemMoil XT. Onmnako cymecTByroT "oOmue"
PEKOMEHIaluH, KOTOPBIE BKIIIOYAIOT B ceds creayroniee [20]:

- Bcem nanuentam muaname 18 ner ¢ OJIJI Ha nepruoa MHTEHCUBHOM TEpanmuu PEKOMEHYeTCs
yCTaHOBKa IEHTPaIbHOTO BeHO3HOTO Katetepa [20].
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YposeHs yoeaurenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

Kommenrapun: Hamuume  [EHTpalbHOTO  BEHO3HOTO — KareTepa, 00ECIEeYHBaIOILIETO
BO3MOKHOCTh MOHHMTOpPWHIa LIEHTPAJIBHOTO BEHO3HOTO JABJCHHUS, YacThIX 3a00pOB KpPOBU H
BBICOKYIO CKOPOCTb BBEJIEHHS JKUIKOCTEH SBISETCS aOCONIOTHO HEOOXOIMMBIM Ha HadaJIbHBIX
JTanax Tepanuu M y MauueHToB Bbicokoro pucka (rpymnnsl E umun T-HR npu crpatuduxanuu no
npotokoiry ALL-MB 2015 nnm rpynma Beicokoro prcka mo npotokoiry ALL IC-BFM 2002 — cwm.
npuioxkenue A3), Moay4yaronux THTEHCUBHYIO BBICOKO03HYI0 X T.

- Becem nanuenram mutagmie 18 ner ¢ OJIJI B mepBble 7 OHEH Tepanuu HACTOSTENIBHO
PEKOMEHyeTCsl MPOBEACHNUE TEPANIeBTUYECKUX MEPOIPHITUH, HANpaBICHHBIX Ha MPOQHIAKTHKY
cuaapoma jmsuca omyxoiau (COJI), B COOTBETCTBHH C PYKOBOJCTBOM TIO COTPOBOJIUTEIHHON
TEparuu U KOHTPOJIIO MHQEKIHA MPU TeMaTOJIOTHYECKUX M OHKOJOTHYecKuX 3aboneBanusx [20,

89, 90].
Yposenb yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).
Kommenrtapun: COJI — 3TO0 KOMIUIEKC METa0OJIMYECKUX PpACCTPOMCTB B pe3yibTare

MAaCCHBHOTO pacliajia OIMyXOJEBhIX KJIETOK U BHICBOOOXKCHUS B TUTa3My U MepudepruiyecKrue TKaH!u
BHYTPHUKJIETOUHOTO COJECPKUMOTO M METa0oJHTOB. B OCHOBE MaTo(M3HOJOTUUA U KIMHUYECKOU
kaptuHel COJI nexxar HapymieHuss mMeTa0oJM3Ma M OKCKpEUUH Kanus, Kaiblus, ¢ochaToB U
MoueBoil kucioTel. Hambonee wacto COJI pa3BuBaeTcsi B TedeHUE MEPBBIX 4 JIHEW MOCe Havyaia
[IXT, ogHako omucaHbl ciydan u 060jee MO3aHero, 10 7-T0 AHs, AeOtoTa cuaapoma. CTerneHb pucka
paszButus COJI 3aBUCHUT OT MHUITMAIIBHOM MACCHI OITYXOJIU, COCTOSIHUS MAallHeHTa HA MOMEHT Havajia
XT v HAUBUYATBHBIX 0COOEHHOCTEH MeTaboIm3Ma.

K Baxueiimmm wmepam npodumaktukun COJI  oTHOCATCS aneKkBaTHas THApATAINS,
3alleayuBaHue MOYM, NPEIYNpekICHHE W KOPPEKIHs TUIepypUKEeMUH, a Takxke Ooprda ¢
3JIEKTPOJUTHBIME HapymeHusiMi. CTaHIapTHOH Harpyskoi seisercs 3000 MiI/M? SKHAKOCTH, a y
nereit Becom Menee 10 xr — 200 Mi/Kr >KMIKOCTH B CyTKH. basucHbIN pacTBop it MH(Yy3un
cocrouT u3 5% nexkctpo3b** u 0,9% narpus xmopuma*™* B cootHomenuu 1:1. MHunmampHas
nHpy3us — 6e3 xanug. OgHaKo B AajdbHEHIIEM JOJDKHA MPOBOJUTHCS KOPPEKLHUS AJIEKTPOJIUTOB B
COOTBETCTBUU C JaHHBIMH OHMOXMMHUYECKHX aHAIM30B. [JIaBHBIM MEpOIPUSTUEM SBISETCS
WHUIIMMPOBAHUE U TOJIepKaHue BhIcOKoTo auype3a — 100-250 MIT/M2/4.,

VYuuteiBas 0oJiee HU3KYIO PaCTBOPUMOCTh MOUYEBOM KHCIOTHI B KHCIIOH cpeze, He0OX0AUMO
obecrieunTh MOAJEpKAHUE HelTpanbHOro wid  ciabomenoyHoro pH  moum: Harpus
ruapokapOoHat** 60 MMoab Ha JUTP MHQPY3UH JO0OABUTH K MOCTOSHHON HMH(Y3MH YKa3aHHOTO
BBINIE OasucHOro pactsopa (wam 100-200 MMmoib/M%/cyT mapaniensHoil nHOby3Meil) B Ienax
KYIUPOBaHUS JIEKOMIIEHCUPOBAHHOTO METa0OJUYECKOro aluao3a. PerynmupoBanue HEOOXOAUMOTO
o0beMa Hatpus ruapokapOooHara*™* coorsercrBeHHo pH mMouwn.

Bcem manuentam B niepBbie IHU Tepanuu (5-8 aHEl) Moka3aHO Ha3HAYCHHE aJlIONMypuHOoIa™*
B 03¢ 10 mr/kr/cyt B 2-3 mpuema (max — 500 mr/cyr).

[Ipn Hamuyuu GONBIION MacChl JIEMKEMHUECKUX KJIETOK W/WUJIHM BBIPAKEHHOW OpraHOMeraiuu
nepBas Jio3a TIOKOKOpTUKouoB it npodunaktuku COJI momkHa cocraBisats 1/10-1/6 ot
CYTOYHOM J103BI.

- Becem manmentam mmaame 18 met ¢ OJIJI, momyyaronum XUMHOTEPANUI0, PEKOMEHIYETCS
yHHUBepcaibHasi MPOQUIAKTHKA MTHEBMOIMCTHOW THEBMOHUU KO-TPUMOKCA301 [Cyab(haMeTOKCa30l
+ TpumMeTonpuM |** Ha IPOTSHKEHUU BCETO MEpHoa JeUeHUs B JO3UPOBKAX COTIIACHO MHCTPYKIIUU
0 METUIIMHCKOMY TIPUMEHEHHIO JIeKapCTBeHHOTO mpemnaparta [ 20, 91-93].

VYpoBeHb yOeAUTETbHOCTH PEKOMEH Al — A (YPOBEHb TOCTOBEPHOCTH JA0KA3aTeIbCTB — 1).

- Bcem mammentram muaame 18 ner ¢ OJUJI B ciyyae MOSIBACHUS JUXOPAIKU WIHA JPYrHX
MPU3HAKOB UH(EKIMHY HE3aBUCHMO OT YPOBHS HEHTPO(UIIOB KPOBU PEKOMEH]IyeTCS HEMEAJICHHOE
HayaJlo YMIIUPUIECKOH aHTHOaKTepuanbHoii Teparmu [20, 94].
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YposeHs yoeaurenbHoCTH pekoMenaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

Kommenrapun: Jluxopankoit y mnauumeHTa ¢ HeiTpomenueit (meditpodunsr < 500/Mxi)
CUMTAETCsl OJHOKPATHOE MOBbILIEHUE Oa3anbHOW TeMmieparypbl Tena > 38,5 °C wiIM HECKOJIBbKO
noxabemMoB (3-4 pasza B cyrku) 10 38 °C. IlpuHMMas BO BHMMaHHE BBICOKMH PHCK (haTaabHOTO
MCX0Ja Yy MaIMeHTa ¢ HH(EKIreH, TMXopaJKy y TAaKOTo MalMeHTa ¢ HEHTPOIIeHUEH, pa3BUBIIYIO B
xone muenocynpeccuBHou [IXT, crnenyer pacueHuBaTh Kak Haiuuue HMHQPEKIUU, YTO Tpelyer
HEMEUICHHOTO Haydaya SMIMPUYECKON aHTHOAKTEpUAIbHOM Tepanuy U MPOBEACHUS 00CIeI0BaHUS
C LIEJbI0 YTOYHEHUS XapaKkTepa HHPEKIIHH.

[Ipu BBIOOpPE CTAapTOBON KOMOMHAIMK AHTUOMOTHKOB HEOOXOIMMO YYHTBHIBATH PE3YIbTATHI
MTOBTOPHBIX OAKTEPUOJIOTUYECKUX HCCIIETOBAaHUN B JAHHOM MEAMIMHCKON OpraHM3ally y IpYrux
MAlMEHTOB; JJIUTEIBHOCTh TEKYIIeH HelTponenuu, npeamecTByomuil kype XT; MHPEKIMOHHBIN
aHaMHe3 MallMeHTa, MPEALIECTBYIOUUME Kypchl aHTHOMOTHKOB M HMX 3((PEeKTHUBHOCTH; HanIuyue
KIIMHUYECKOW CUMITOMATHUKH.

D¢ hexTHBHOCTH CTAPTOBOM aHTHOAKTEPHATLHON TEPANTUH TIOJI0KEHO OIICHWBATh Yepe3 24-36
4acoB JJIsl TOTO, YTOOBI CYyJUTh O €€ JIOCTaTOYHOCTH, OJHAKO BCEr/la HEOOXOJUM IOBTOPHBIN C
uHTepBasiaMu §-12 4YacoB JAeTajdbHBI OCMOTP TaKOrO MallMEHTa C OLIEHKOW CTaOUIIbHOCTU
reMOJIMHAMHUKHU U CTETIEHN UHTOKCHUKAIIMH, TIOSIBIIEHNS HOBBIX HH(PEKIIUOHHBIX 0YaroB.

VY mnauumeHToB C HeWTponeHueidl B ciydae 3(G(GEeKTHUBHOCTH aHTUOAKTEpPUAJIBLHOM Tepanuu
(OTCYTCTBHE NUXOpAIKA M JPYTHX MPU3HAKOB MH(EKIIMHU) OHA TPOJOJDKAETCS 0 pa3peuieHus
HEUTPOTICHUHU.

- YV nanumentoB muaame 18 jmer ¢ OJIJI ogHOBpeMEHHOE MPUMEHEHUE HTPAKOHA30JIa WU
BOPHKOHA30Jla W BWHKPHCTHHA BCIEACTBHE PE3KOTO YCHJICHHS TOKCHYHOCTH IOCIICHETO He
pekomenayercs [20].

Yposens yoeaurenbHocTH pekomenaaiuii C (ypoBeHb JTOCTOBEPHOCTH J0KA3aTEILCTB — 5).

- Tlarmmentam mmamme 18 mer ¢ OJIJI HasHaueHWe PEeKOMOWHAHTHOTO TPAHYJIOIUTAPHOTO
KoJloHuectTumyaupymomiero ¢akropa uenoBeka (['-KCD) pexomeHmayercs TONBKO B Cilydasx
Pa3BUTHS TOKEIBIX KU3HEYrposkaromux uHpekmnuit [20].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YypOBEHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

Kommenrapun: HwMeromuecss Ha CErofHs JaHHBIE MEXKIYHApPOJIHBIX HCCICIOBaHHA 00
apdextuBHOCTH U O6e30macHocTH puMeHenus ['-KC® nocrarouno pasHopoansl [95, 96]. [Toatomy
ucnonb3oBanue [-KCD pexoMeHIyeTcs TONBKO B CIIydae Pa3BUTHUS TSKEIBIX, )KU3HEYTPOIKAFOIIIX
nHOEKIMI Ha (OHE aruia3uy KPOBETBOPEHUS C IENBI0 CTUMYIISIIIUU remonod3a. Mcnomnp3oBanue I -
KC® ¢ nenpro CTUMYISIMHA TEMOTI033a JIJIsl YKOPOYEHUS MIEPUOJIa aluIa3ui BHE ATH30/I0B TKEIBIX
UHQPEKIUI He PEKOMEHTyETCSl.

- Bcem manmenram mmaame 18 ser ¢ OJIJI npu cHwkeHun remorioOuHa Hroke 70 r/1 U
rematokpute MeHee 0,3 WM pa3BUTUU KIMHUYECKUX CHMITOMOB aHEMHYECKOTO CHHIPOMA
(COHNMBOCTD, TaXWUKAPAMs, OJBIIIKA) PEKOMEHIYETCS MalMeHTaM TpaHCHYy3Us SPUTPOLUTAPHON
maccel [20, 21].

VYpoBeHb yoeauTeapbHOCTH pekoMenaauii — C (YypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KomMenTapun: no3a mepenuBaemoil sputpouutapHoit maccel — 10 mu/kr. Ilpu pasButumn
IMHEBMOHMM W JIbIXaTEJIbHON HEJOCTATOYHOCTH JSPUTPOLMTApHAsl Macca IepeIuBaeTca MpH
CHIPKEHUH ypOBHA remMorioouna Hwke 100 r/n

- Becem nanumentam mutagme 18 et ¢ OJIJI npu cHukeHUH YpoBHS TpoMOouToB HIXke 10 X
10%n mu6o npu Gonee BBHICOKUX MOKA3aTeNsAX TPOMOOILMTOB NMPM HAIMYUH TeMOPPArHdeckoro
CHHJpOMa MM UH(EKIUN PEKOMEHIyeTcsl TpaHc(y3usi TpoMOoKoHIeHTpaTa [ 20, 21].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).

KomMmeHTapuu: KOJIMYecTBO MeperuBacMblX TPOMOOIIMTOB cocTaBiseT 1 no3a Ha 10 kr Beca
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(4-6 no3 ma 1,5 M? momagy TOBEPXHOCTH TeNa), MPHM TOM B 1 03¢ TPOoMOOMACCH JOIKHO
conepxatbest 0,5-0,7 x 10! tpomGormTos. Ilpu HEOOXOMMMOCTH BBHINOIHEHHS WHBA3HBHBIX
MaHUITYJSIUE TpomOoMacca mepenuBaeTcs B ciydae, eciau TpomOouutoB menee 40000-50000
TBHIC/MKJI. B HacTosiee BpeMsi PaBUIIOM SIBJISIETCSI MCTIOJIB30BaHUE TPOMOOLIUTOB, MMOJYYEHHBIX OT
OJTHOTO JOHOpa IyTeM adepesa Ha CenraNIbHBIX MPHOOpax cemaparopax.

3.2. UHoe JieyeHue

- [IpoBenenue kpaHuaiabHOM JIy4eBOI Tepanuy PeKOMEHIyeTcsl MauueHTaM miazime 18 jer ¢
OJUI B cnydae cinemyromux ciaydasx (B 3aBUCHMOCTH OT BBIOpaHHOTO MpOTOKoJa jeueHwus) [1, 2,
97-99, 3, 4, 15, 41-43, 54, 56]:

- MaIMEeHTaM, MMOJTy4YaroInuM JiedeHne 1o nporokoiry ALL-MB 2015:

- BCEM ManueHTam ¢ nHuIManbHbiM nopaxxkenneM LTHC (8 I'p mns maruenTos go 3 ner, 12 I'p
s manuenTos °3 et — 12 I'p)

- mauueHTam rpynnsl B crapme 15 ner (12 I'p)

- mauuenTtam rpynn D u F crapme 3 net (12 ['p)

- MaIMeHTaM, MOJTyJaroIuM jedeHue mo npotokoiny ALL IC-BFM 2002

- MalMeHTaM TPYyNIbl CTAHAAPTHOTO U MPOMEXYTOUHOTo pucka — Toabko npu T-OJIJI (12 I'p)

- BCEM MallMeHTaM Ipynisl Beicokoro pucka (12 I'p).

VYposens yoeaurenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

Kommenrtapun: KpanuanbHoe oOnydueHHe HMMEET HENOCPEACTBEHHbIE U OTJaJICHHbIE
mo6ouHbie 3G EKTh, TOITOMY B COBPEMEHHBIX IMPOTOKOJAX OHO HCIOJB3YeTCS TOJBKO IS
HEOOJIBIION YETKO BBIJEIIEHHOW MOJArPYNIbI MAlMEHTOB MPOMEXYTOUYHOTO/BBICOKOIO pHCKa (B
3aBUCHUMOCTH OT PEKOMEHAINI BHIOPAaHHOTO TEPAeBTUUECKOT0 MPOTOKOJIA).

Bbonbiioe 3HaueHne UMEET OXBaThIBAaHHME IUIOIIAbI0 OOJIyUE€HUSI BCErO0 MO3TOBOIO uepena u
00s3aTeNIbHO TPEX BEPXHUX CErMEHTOB IIEWHOro oOTnena Mo3BOHOYHHMKA. Oco0oe BHHUMaHUE
cienyeT oOpaTUTh Ha TO, YTOOBI OBLIIM OXBAYCHBI PETPOOPOUTAIBHBIC 00JIACTH, OCHOBAHHE Yepera,
a Takke TIIyOOKO JIeXallue y4acTKH B O0JacTH CpemHe depenHod sMku. EskemHeBHas mo3a
JIOJDKHA COCTABIIATH B MepBbId AeHb 1 I'p, B mocnenytonme — 1,7 I'p. OOny4aTh ciemyer S aHeH B
HEZEII0 J10 JOCTHKEHHUSI COOTBETCTBYIOMIEH 00mieit 103b1. OOIas mpoaoHKUTEIbHOCTh 00TydeHHs
3aBUCUT OT WHJMBUIYAIbHO IIOJIy4ae€MBIX Jy4eBBIX 03. KpanuanbHoe oOiydeHHe IOJKHO
BBITIOJIHATHCS HA IMHEITHOM yCKOpHTEIIE.

B mepuon oOnydyeHuss mpoBOAMTCS 2  HUHTPATEKANbHBIX  BBEJIEHHUS  IpEraparoB
(MeToTpekcar**, nurapabuH**, KOpTUKOCTEpOoMIbl) — | pa3 B HENENI0, a TaKXKe Ha3HadaeTcs
MepkanTomypun** 50 Mr/M?> B JeHb BHYTpPb €XKEIHEBHO HAa IPOTSKEHHM BCEro IIepuoja
KpaHuaibHOro oOmyueHus. Jloza MepkanTomypuHa** koppurupyercss B 3aBUCHUMOCTH OT
JEHKOIIUTOB KPOBH.

- [Manumentam wmmamme 18 mer ¢ OJIJI Beicokoro pucka (rpynnsl E wnm T-HR npu
ctpatudukanuu no npotokony ALL-MB 2015 unu rpynna BBICOKOTO pucka mo mpotokony ALL
IC-BFM 2002 — cm. mpunoxenue A3) B NEpBOM pPEMHUCCHHM, a TAaKXKE BCEM TNAI[UEHTaM, HE
JOCTUTIIMM PEMHUCCUU WM PELUAMBUPOBABIINM IOCIE TMPOBEACHUS HHAYKIMOHHOW TEpamuH,
pekomenayercs nposenenne TI'CK [1, 2, 43, 3-6, 15, 16, 31, 32].

VYpoBeHb yoeauTenpbHOCTH pekoMenaauii — C (ypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTapuu: B 3aBucMMOCTM OT Hainuyusl TOKa3aHW, COBMECTUMOTO JOHOpa U
noctmkennss CR nmanuenTam rpynnsl BeiIcOkoro pucka nposoautcs TT'CK B MmakcuMmallbHO paHHHE
CPOKH.

[Iposenenue TI'CK noka3zano BceMm maiieHTaMm B IpYyIIE BHICOKOTO pUCKa B 1-0i peMuccuu u
narmeHTam ¢ peruauBamMu OJIJI (3a MckItoueHHMEM TAIMEHTOB C MO3JHUMHU H30JUPOBAHHBIMU
AKCTPAMENYJUSIPHBIMU  PEUIMBaMH) TIPU YCIOBUU OOHAPYXKEHHUS POJCTBEHHOTO IOJTHOCTHIO
coBMectumoro noHopa (HLA-tunupoBanue BbICOKOro paspeuieHus). [losTomy Bcem manueHTam
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HLA-tunupoBanrie ¥ WHUIMAIUS TIOMCKAa JOHOpa JOJDKHBI MPOBOJAUTHCA Cpa3dy Mocle
cTpaTH(UKALNHU MALMEHTOB B IPYIIILY BHICOKOTO PUCKA.

[TanuenTam, He MAOCTUTLIMM PEMHMCCHM TIIOCJIE TPOBEAEHUS WHIYKIMOHHON Tepamuu,
obnuratHo nokasana ayiorennas TT'CK mo6oro tuma (B 3aBUCUMOCTH OT AOCTYITHOCTH JIOHOPOB U
OT TEXHUYECKUX BO3MOKHOCTEM).

4. PeaOnauranus

- Becem nanuentam mummamgme 18 mer ¢ OJIJI pekomeHayercss NpoBeAEHHE KOMIUIEKCHOMN
peabmmmrarmu [100, 101].

VYposens yoeaurenbHocTH pekomenaaiuii C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTEILCTB — D).

KommenTapuu: Ilpouecc peabunuranuu nereit ¢ OJIJI ais ocymiecTBieHUs: KOMIJIEKCHOCTH
JOJDKEH TIPOBOJTUTHCS C TEPBOTO AHA 3a00JieBaHHsI peOCHKAa C YYeTOM CIEIU(HKH TEKYIIETro
nepuoJa.

3amauaMy TOCTIMTAIIHOTO JTama SIBISIOTCS BBIIBICHHE COMYTCTBYIOIIUX 3a00JICBAaHUN |
OCJIO)KHEHUH, JIeYeHHE OCHOBHOTO 3a00JIeBaHUs, KOMIUIEKCHAS MEIUIIMHCKAsI M TICUXOJIOTHYEeCKast
peabmwmTanus, mpoduIakTUKa OCIOKHEHUN crierupuIeckoi Tepamuu. B ¢Bsi3u ¢ 0COOEHHOCTSIMHU
TICUXOJIOTHYECKOTO cTaTyca OOJNILHOTO peOeHKa, HapylleHHeM KOMMYHUKATHBHBIX (DYHKIHMA Ha
done npeduruTa OOMICHUS CO 3JOPOBBIMH CBEPCTHHKAMHU, NEAATOTHYECKOW 3amylIeHHOCTBIO,
nedopmarnueil  IeTCKO-pOMUTENECKUX OTHOIIEHWH B CTOPOHY THIIEPOINIEKH, IICHXOJIOTO-
TMeIarOrHyYecKasi peaOuINTaus SBISETCS BAKHEUIIIMM KOMIIOHEHTOM KOMIUIEKCHON peaOriTuTanu
Ha JIaHHOM HJTare. Ha 3Tom 3Tame peaOminTaIiu TakKe PEIIalTcs W TaKue, BECbMa BaKHBIC UIS
JNOCTHKEHHMS] KOHEYHOM Lenu peadWiIMTaluy 3aJadd, KaK MpeaylnpexIeHUe BO3MOXKHBIX
HapyIIEHUH pocTa U pa3BUTUs peOEHKa B CBSI3M ¢ 3a00JIEBAHUEM U OTPAaHUYEHUEM JABUTATEIbHOMN
aKTUBHOCTH, MIPEAYNPEKICHUE ABUTATEIbHBIX PACCTPOICTB.

[NanuenT mnepenaercss Bpauy-neAuaTpy (Bpady-T€MaroJioTy) MO MECTy JKHUTEIbCTBa MpU
HAJIMYUM TIOJTHOM PEMHUCCHUM Tepell HayajioM mojjepxuBarome tepanuu. [lomnepkuBaronryro
Tepanuio MaIMeHT IMOJydaeT MO MECTY >KMTENIbCTBA. Bpau-nemuatp (Bpau-reMaroJior) Mo MecTy
KUTEIIbCTBA PYKOBOJCTBYETCS PEKOMEHIAIMSAMHU, JTaHHBIMU CHELHUATUCTAMH MEAMIIMHCKON
OpraHu3aliy, MPOBOJMBIIETO JieueHue. Ha sToMm 3Tame mpoBOAMTCS TakKe MEAMKAMEHTO3Has,
¢busnyeckas U IMCUXOJOTMYecKas peaduInuTanusi, BOCCTAaHOBJICHHE (PYHKIMOHAIBHOTO COCTOSHUS
CUCTeM IMalMeHTOB, a TaK)Ke aJanTalus K YCIOBUAM M Harpy3skam amOylIaTOpPHOIO pexuMa,
BOCCTaHOBJICHHE IICUXOJOTUYECKOTO CTaTyca MaIlMeHTa, BOCCTAHOBJIEHUE CIOCOOHOCTH K
00Yy4YEeHHIO/TPYIOCITOCOOHOCTH.

JlucmancepHoe HaONIOJIGHUE OCYIIECTBISIETCS YY4aCTKOBBHIMU —BpauaMU-MEAHATpaMU |
BpayaMH-TeMaTOIOraMl B TECHOM B3aMMOCBSI3M C JOPYTHMH CIeHUaNHCTaMU (IO TOKa3aHHSIM).
KommnekcHass peaOunutanuud — SIBISIETCS  HEOTHEMJIEMBIM ~ KOMIIOHEHTOM  JHCIIAHCEPHOTO
HAOMIOJIEHUST — TICUXONPO(MUIIAKTHKA, BBIABICHUE OTAAJICHHBIX IMOCIEICTBUN Tepamuu U
COITYTCTBYIOIIIMX 3a00JIeBaHUN, METUKAMEHTO3HAs, IICUXOJIOruueckas, puzndyeckas peabumuTarus,
COILIMANIFHO-TIPaBOBasi peabunuTalys: ooydenue, npodopueHTamus, ceMeiiHoe KOHCYJIbTUPOBaHHE.

5. Ilpopunakruka

Crnenuduuecknx NpoPUIAKTHUECKUX MEpOnpusaTHi B oTHomeHuH mnanueHtoB ¢ OJIJI He
pa3paboTaHo.

- Bcem nanmentam muaame 18 ner ¢ OJIJI pexkomeHnmyercs NpOBENEHUE IUCIAHCEPHOTO
HaOJII0JICHUs Y Bpaua-remMaroJiora/Bpava-neauarpa [1-4, 85].

YpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).

Kommenrapun: IlanmeHT mnepenaercs Bpady-iequarpy (Bpauy-reMaroJiory) I0 MecTy
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KUTEJIBCTBA MPU HAJUYUM TIOJHOM PEMHCCHHU TIepell HayajioM MOJACPXKUBAIOIIEH Tepamnuu.
[TonnepxuBaroOIIyl0 TEpanmuio MalMEeHT IOJy4aeT MO MECTy JKUTeNbCcTBa. Bpau-nemuatp (Bpau-
reMaToJIOT) M0 MECTY KUTEJIbCTBA PYKOBOJICTBYETCSI PEKOMEHIAIUSAMU, JAHHBIMU CIICIIHAIUCTAMU
YUPEKICHHS, TPOBOIUBIIETO JieueHue. [lanpHelinee qucmancepHoe HAOMIOICHIE OCYIIEeCTBIISETCS
YYaCTKOBBIMU BpauaMu-TieUaTpaMud W TEeMaToJIOTaMHd B TECHOW B3aMMOCBSI3U C JIPYTUMH
creruaaucTamMu (1o MoKa3aHusIM).

OCHOBHBIM KOMITOHEHTOM JTUCIIAHCEPHOTO HAOIIOACHUS JIOJDKHO OBITh CBOCBPEMCHHOE
oOHapy)XCHHE MTPOTPECCUPOBAHMSI 3a00JICBAHUS, PA3BUTHUS OITyXOJIU APYTrOH JIOKATH3AIIH.

[lepromuaHOCT,  TAOOPATOPHBIX W WHCTPYMCHTAIBHBIX  HCCICIOBAaHUN, OCMOTpPOB
CIEIUATTUCTOB:

1. OOuwmil KIMHUYECKUH aHaIu3 KpoBU ¢ JU(P(GEpEeHLUPOBAHHBIM IOJICYETOM JIEHKOLIMTOB
(neiikorTapHoi (opMysnbl) MPOBOAUTCA | pa3 B HEASNIO J0 OKOHYAHUS TMOJIEP KUBAIOIIEH
tepanuu. [Tocne okoHYaHUs MO KUBAKOLIEH Tepanuu — 1 pa3 B Mecs1l.

2. Ananmu3 KpoBHM OHMOXMMUYECKHM OOIIETEParneBTHUYECKUHM, BKIIOUYAIOIIMA BCE TO3UIIUH,
omnpenesieMble MPU JUArHOCTUKE, IO OKOHYAHUS TMOJIJICPKUBAIOIIEH Teparnuu mpoBoAuTcs 1 pa3 B
3 mecsma. [lociie okoHYaHMS MOEpKUBatoIel Tepanuu — 1 pa3 B 6 MecsIes.

3. IlyHKkuuu KOCTHOTO MO3Ta W CIIMHHOMO3TOBas MYHKIIUS MPOBOJATCS TOJBKO B CiIydae
TIOSIBJICHUS TTOJI03PEHMS Ha pa3BUTHE PEIMINBA 3a00JICBaHUSI.

4. Y31 opraHoB OpIOIIHOW TOJIOCTH, MaJOTO Ta3a M 3a0pIOIMIMHHOTO MPOCTPAHCTBA 0
OKOHYaHMS TMOJJIEpKHUBarolIe Tepanuu npoBojatrcss 1 pa3 B 3 wmecsamna. [locie okoHuanus
MOJIEpKUBAKOIIEH Tepannu — | pa3 B 6 mecsLes.

5. Bpau-remaroJsior, mpoBOAMBIINN J€YEHUE, MOCIE Havana MOJJIEPKUBAIOLICH Tepanuu U
nepenayy MalMeHTa Bpauyy-TieauaTpy (Bpauy-reMaTroJiory) MO MECTy JKUTEJIbCTBA OCMAaTpHUBAET
namnuenTa 1 pa3 B 3 Mecsna 10 OKOHYaHUs MOICpKUBaroNIed Tepanuu, 1 pa3 B 6 MecsIeB nociue
OKOHYAHUS MOIEP KUBAIOIIECH Tepanuy U IpU MOJI03PEHUH Ha pa3BUTHE pelIBa 3a00JI€BaAHHUS.

6. Ilpu mepenaye mamueHTa Bpauy-eAuaTpy (Bpady-TeMarTojory) MO MECTY JKHUTEJIbCTBa
HE0OXOIMMOCTH B IJIAHOBOM OCMOTpE CIIELUaINCTaMU CMEXHBIX clienuaibHocTel HeT. B ciyuyae
HaJIM4us y MalUeHTa MaToJI0T UK KaKoi-Tnbo CUCTeMbl OpraHOB, BOHUKILEH B MPOIECCE TEPAUU U
noTpeboBaBIIel BMEMIATEIbCTBA CMEXKHBIX CHEIHATUCTOB, MNEPUOAUYHOCTh KOHTPOJBHBIX
OCMOTPOB YCTaHABJIMBAETCS MHIUBHUIYAJIbHO U ONPEIEIISIETCS] CAMUM CMEKHBIM CIIELUATUCTOM.

Opranusanus OKa3aHus MeIMINHCKON MOMOIIH

MeaunuHckasi TOMOIIb, 32 UCKIIOYEHUEM METUIIMHCKOM MOMOIIM B paMKaxX KIMHHUYECKON
anmpoOanuu, B COOTBETCTBHHM C QeaepaibHbiM 3akoHOM oT 21.11.2011 N 323-®3 (pea. ot
25.05.2019) "O06 ocHoBax oxpaHbl 310pOBbs TpaxkaaH B Poccuiickoit @enepanuu" opranuszyercs u
OKa3bIBAETCS:

- B COOTBETCTBUM C TOPSAIAKOM OKa3aHHs MEIUIIMHCKOW MOMOIIM HACEJICHHIO MO MPodUiIo
"I'emaTonorus", yrBepXkIAeHHOMY MNpUKa3oM MuHHCTEpCTBa 3/apaBooXpaHeHusi Poccuiickoit
®enepanuu ot 15.11.2012 N 930H;

- Ha OCHOBAHUHU HACTOSLINX KIMHUYECKUX PEKOMEHIAIIHIA;

- C Y4YEeTOM CTaHJAapTOB NEAUATPUUECKOM MEIMIIMHCKOM MOMOIIM, YTBEPKIECHHBIX
YIIOJTHOMOYEHHBIM (eiepalibHBIM OPTaHOM HCTIOTHUTEIHHON BIACTH;

- WHBIX HOPMATHUBHO-TIPABOBHIX JOKYMEHTOB IO MPO(UITt0, 00s3aTeNbHBIMU ISl UCTIOJIHEHUS
Ha Tepputopuu Poccuiickoit @eaepanny BCeMU MEIULIMHCKUMHU OPraHU3aUusIMU.

[lepBuuHast MeIMKO-CaHUTapHAasi IOMOIIb BKJIFOYAET B c€0sl MEPOIIPUSTHUS 10 NPOPHUIAKTHKE,
JMAarHOCTHKE, JICUEHHIO 3a00JIeBaHMM KPOBM, KPOBETBOPHBIX OPraHOB, 3JI0KAUYECTBEHHBIX
HOBOOOpa30BaHUI JUM(POUTHON, KPOBETBOPHON M POJCTBEHHBIX UM TKaHEH, MEIUIIMHCKON
peabunutanuu u GOPMHUPOBAHHIO 3TOPOBOTO 00pa3a KH3HMU.

IIpu momo3penun y manumenta OJIJI Bpad-meauaTp y4acTKOBBINA, Bpau OOLIEH NpaKkTHKU
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(cemelHbIN Bpay) WK MHBIE BpauM-CHEIUATUCTHI B CPOKH, YCTAHOBJICHHBIE 3aKOHOJIATEIHCTBOM,
HaIpaBJSIOT MMAlMEHTa HA KOHCYJIbTAIMI0O B MEIUIIMHCKYIO OpraHu3anuio (reMaToJoruyecKuid
KaOWHET, KIWHUKO-IUAarHOCTUYECKOE OTACICHHE TeMaTOJOTHH) Ul OKa3aHWsl TEPBUYHOM
CIIELIMAIM3UPOBAHHON MEIUKO-CAHUTAPHOW TMOMOIIM, B KOTOPOM MPOBOJATCS OCHOBHBIE
JTUArHOCTUYECKHE MEPOTPHUATHS C LIETbI0 YTOYHEHUS U BepU(PUKALMKU TUArHO3a, B TOM YHUCIE, C
WCMOJIb30BAHUEM  CHEHHAIM3UPOBAHHBIX  MAHUITYJISIIUAN (MyHKIUST ~ KOCTHOTO  MO3ra,
TpenaHoOHOIICHsI KOCTHOTO MO3Ta).

B cnydae HEBO3MOXXHOCTM TMPOBEICHUS JAUATHOCTUYECKUX HCCIIEIOBAaHUM MAlUEHT
HampaBJIICTCS B HWHYK MEIUIMHCKYIO OpraHu3alni0, KOTOpas OKa3bIBaeT MPOPUIBHYIO
MEJUIIMHCKYIO TIOMOIIb TAaI[MeHTaM C IeMaTOJIOTMYECKUMHU 3a00JIEBAHUSIMU ISl YCTAHOBJICHUS
JIMarHo3a W OKa3zaHus CHEUUATU3UPOBAHHOW, B TOM YHCJIE BBICOKOTEXHOJOTUYHOM, MEIUIIMHCKON
TIOMOIITH.

Cnennanu3upoBaHHasi, B TOM YHCIE BBICOKOTEXHOJIOTHYHAS, MEIUIIMHCKAs TOMOIIh
OKAa3bIBAETCS BpayaMHU-T€MATOJIOTaMU U MHBIMU BpayaMHU-CIEHUAIUCTAMU B YCIOBUSAX CTallMOHApa
KpYTJIOCYTOYHOTO TIpeObIBaHMS M BKIIOYAaeT B ce0si MpOUIAKTUKY, AHUATHOCTUKY, JICUCHUE
3a00J1€BaHU U COCTOSTHUHM, TPEOYIOIIMX HCIIOIB30BaHUS CIIEIUATBHBIX METOJOB U CIIOXKHBIX
YHUKAQJIBHBIX MEJIUIIMHCKAX TEXHOJOTHH, a TakkKe MEIUIMHCKYI0 peadMIUTalNi0, KOTopas
OKa3bIBACTCSI MEIUIIMHCKUMH OpPTaHU3AUsSIMU, WMEIOINIUMH HEOOXOAUMYK MaTepHaIbHO-
TeXHUYECKYI0 0a3zy, HaJIM4he BBICOKOKBATU(UIIMPOBAHHBIX CICIHAIMCTOB W JIHUIEH3UIO Ha
OCYILECTBJIECHNE MEAUIIMHCKOMN JEATEITHHOCTH.

Ha panHoM ypoBHE oOKazaHuss MeAuUUHCKOW moMomu mnamueHtam ¢ OJIJI, Taktuka
oOcrmeioBaHUsT W JICUCHHs, a TakkKe OIpeaeNieHne 1eaeco00pa3HOCTH  TOCIUTATU3AINH
YCTaHABIWBACTCS BpadyaMH-T€MAaToJOraMd C TPHUBJIICYCHHEM, B Cllydae HEOOXOIUMOCTH, HHBIX
Bpauei-crenuaiucToB. Pemenne koHcuiamyMa Bpadeid opopMIIseTcss TPOTOKOJIOM, TIOIITHACHIBACTCS
BCEMHU YYACTHUKAMHU U BHOCUTCS B MEJIUIIMHCKYIO TOKYMEHTAIMIO MalleHTA.

[Ipu BeIsiBeHUK nin noao3pennn Ha OJIJI B Xxo4e okazaHWsi CKOPOM MEIUIIMHCKOW MOMOITU
MalMEeHTa HANpaBJSIOT B MEAMIIMHCKUE OPraHU3alMu, OKAa3bIBAIONIME MEIUIIMHCKYIO MTOMOIIb
MalUeHTaM C TeMaTOJIOTHYCCKUMU/OHKOJIOTUYECKUMH 3a00JICBaHUSAMU, JJIs ONPEACIICHUS TaKTUKU
BEJICHUSI U HEOOXOAMMOCTH MMPUMEHEHHUS JOTIOJHUTEIHHO JPYTHMX METOJOB CIECIHAIU3UPOBAHHOTO
MPOTUBOOITYXOJIEBOTO JICUCHUS.

IMoka3anust I TOCIMTATU3ANNMA B CTAIIMOHAP (IJIAHOBO):

1. IlepBuuHO MpH MOJO3PCHUHU Ha 3J0KAYECTBEHHOE 3a00JICBaHWE KPOBU VIS MPOBEICHUS
JIMAarHOCTUYECKOTO dTara

2. HeoOXxoauMoCTh MpPOBEACHUS OYEPEAHOTO 3Tama Tepanuu (KpoMme IO IepPKUBAIOIICH
Tepanuu)

IMoka3anusi I TOCNIMTAIM3ANUMN B CTAMOHAP (AKCTPEHHO):

1. Jlro0oe yxyduleHHEe COCTOSHHMS MAlMEHTa, pa3BUTHE OCJIOXKHEHUH, TpeOyrommx
IIPOBEJIEHUS SKCTPEHHOM TE€palyy B YCIOBUAX CTAllMOHApa
2. [lono3penue Ha peruanB 3a00J1€BaHUs/Pa3BUTHE BTOPOH OMYXOJIH

Iloka3aHusa K BbIINCKE NAIHEHTA U3 MeTUIUHCKOMI OpraHusanvu

1. OxoHuyaHMe 3Tama TEparuu MPU YCIOBHUM OTCYTCTBUS MH(EKIHMOHHBIX M TOKCHYECKHX
OCJIOKHEHUH, CUCTEMHBIX HapYIIEHUH, TpeOYyIOLUX Tepany B YCIOBUAX CTallMOHapa

2. OxoHuUaHME WHTEHCHUBHOM Tepanmuu TIpPU COXPAHEHUU KIMHUKO-TEMATOJIOTHUECKON
pemuccun

3. B cnyyae mnpusHaHMS NalMeHTa HHKYpaOenbHBIM, Ui JajbHEHIIEro OKa3aHus
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NaJJIMaTUBHOM MGIIHL[HHCKOﬁ IIoMOIIIu B MGI[HL[HHCKOﬁ opraHu3anuru 1o MCCTy JXUTCIILCTBA.

6. JlomoanurennHas uHpopManus, BJIUSIONIAS HA TeyeHHE U HMCXO[
3200/1eBaHUSA

Bakuunauus nanuentos ¢ OJIJI [85]:

1. B nepuox jedeHusi BaKUMHALUS HE MPOBOAMUTCS (MCKIIOYEHHME COCTAaBJISIET BaKLMHALUS
MPOTHB TenaTuta B, KOTOPYI0 MOXHO NMPOBOJUTH Ha (OHE TEpamuH MO CHEIHAIBHON cXeme s
MMMYHOKOMITPOMETHPOBAHHBIX AIIUEHTOB).

2. Ilocne okoHYaHMsI MOJ/IEP>KUBAIOIIEH Tepanuy MpHU YCIOBUHM HAJTWYUS MOJTHONW peMHCCUU
BaKIIMHAIIMIO MOXHO IPOBOJAMTH B MTOJIHOM 00bEME, UCKITFOUNB KUBbIE BAKI[MHBI.

Bo3mo:kHOCTH l'[peﬁblBaHl/lﬂ B OPraHu30BaHHOM KOJ/UICEKTHBE:

1. He xxenaTenpHa HA MEPUOJ] IPOBEICHNS UHTEHCUBHOM TEepaIuu.

2. OrpaHnueHa OSIUIEMUOJIOTHYECKON CHUTyallue W KIWHUKO-TA0OpAaTOPHBIM CTaTyCOM
MalMEHTA B IEPUO/I MPOBEACHUS MOAEPKUBAIOIIEH TEPAITUH.

3. He orpannyena nocie OKOHYaHUs MO P> KUBAOIIEH TepaIu.

B03MOKHOCTH HAIPY30K U 3aHATHH CIIOPTOM:

1. ®usnyeckre Harpy3K HeE JKeJIaTeIbHbl B IEPHOJ] POBEICHNS HHTEHCUBHOM TEpaITNN.

2. OrpaHuyeHbl KIMHUKO-Ia0OpAaTOPHBIM CTAaTyCOM TAalMeHTa B TMEPHOJ| MPOBEACHUs
MOIIEP>KUBAIOIEH TEpaITHH.

3. Ilocne oxkoHYaHUs NOAJACPKUBAIOIICH Tepanuu OTPAHWUYEHBI TOJIBKO pa3BUBIICHCA B
MIEPUO/T JICUECHHUS MMAaTOJIOTHEN OMOPHO-IBUTATENILHOTO aIllapara Uil TSKEJIbIMH COMYTCTBYIOIIUMU
3a0osieBaHusIMU. [1pH X OTCYTCTBUU HE OrpaHUYEHBI.

Kputepun oueHKH KayecTBa MeIUIMHCKOH MOMOIIH

N Kputepuu kauecta YpoBenb YpoBeHnb
JIOCTOBEPHOCTH | yOEAUTEIHbHOCTH
JIOKA3aTeNbCTB | PEKOMEHAALUN

1. |Iamuenty muamme 18 net ¢ mogo3penrem Ha OJIJI, a c|C 5
BepudunupoBanusiM OJIJI mpu nepBuyHOM mpueme, Ha
8 JeHb MHAYKIIMOHHOW Tepaluyd M Jajee BO BpeMs
npoBefeHUsT X1 BBIMOJHEH OOMUH (KIMHUYECKHI)
aHalM3 KPOBU DPa3BEepHYTHIH ¢ auddepeHInpoBaHHBIM
MOICYETOM JICHKOIUTOB (JIeHKoIuTapHas GopMysa)

2. |IMaumenty mnagme 18 ner ¢ nmogo3penuem Ha OJUI, a|C 5
Takke ¢ BepuduippoBanusiM OJIJI Ha sTane uHIYKIMK
(Ha 15-i1 neHp Tepanmuu U MO OKOHYAHUM HWHIYKITUH)
BBITIOJIHEHO TIOJIyY€HHE IUTOJIOTUYECKOTO Mpemnapara
KM myreM MyHKIIUH C MOCIEIYIOIMIUM IUTOIOTUYECKIM
uccinenoBanuem mazka KM (muenorpamma)

3. |MMaunmenty mmamme 18 ner ¢ momo3penmem Ha OJUJI|C 5
BBITIOJTHEHO IUTOXUMHUYECKOE UCCIIeIOBaHHE MpemnapaTa
KM

4. |Ilammenty mnamme 18 mer ¢ momospenuem Ha OJII|C 5
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BBIIIOJIHECHO UMMYHO(EHOTHITUPOBAHUE
reMOIIOATUYECKUX KIETOK-TIpeauecTBeHHu B KM

[Manmenty mnanme 18 ner ¢ mogospenneM Ha OJIJI
BBITIOJTHEHO LUTOr€HETUYECKOE UCCIIEI0BaHKE
(kapuoTun) u MOJIEKYJIIPHO-TE€HETUYECKOE

uccnepoanue (FISH-meron) Ha ogHy mapy xpomocom
acrimpara KM

[Tanmenty monoxe 18 ner ¢ nmopo3zpenuem Ha OJUJI, a
takke ¢ BepudummupoBanaeiM OJIJI B qmarHocTnaeckuit
epuoJl W B TMpOIEcce TEpalnuud  BbIIOIHEHBI
CIIMHHOMO3IOBast ITYHKIIHS c HOCIIEAYIOUIUM
HCCIIEIOBAaHUEM YpOBHS Oelka B CHUHHOMO3IOBOM
KUJKOCTH, HCCIEIOBAHHWE YPOBHS  TIJIIOKO3Bl B
CHIMHHOMO3IOBOM  JKHJKOCTH,  MHUKPOCKOIIMYECKOE
UCCIIEIOBAaHUE CIHUHHOMO3IOBOM JKUIKOCTH, IOACYET
KJIETOK B CYETHOM Kamepe (OmpenesieHue LHUT03a) U
LUTOJIOTUYECKOE HCCIIeIOBaHHE KJIETOK
CIIMHHOMO3BTOBOM YKHJIKOCTH

[Manuenty wmosoxke 18 ner ¢ BepUPHUIMPOBAHHBIM
quarHosom OJIJI Ha3HayeHO JIe4eHHE MO OJHOMY W3
CIIETYIOIINX TepaneBTHICCKUX MPOKTOKOJIOB,
npoTokoJiel Tpynmbl MockBa-bepnun (ALL-MB-2008
nmu ALL-MB-2015) nu6o mportokossr rpynnsl BFM
(ALL-BFM-95 umu ALL-BFM-2000)

[Tanmenty wmonoxe 18 ser ¢ BepuUIMPOBAHHBIM
muarHozom OJIJI  BemonHeHa mnpodumakThka WIN
JICYEHHE HEHPOJICKEeMUHn

[Tanmenty wmmamme 18 ner ¢ BepudUUIHMPOBAHHBIM
nuarHozoM  OJIJI  Ha3HaueHa — mojJiepKuBarouas
TEepanuy aHTUMETa00JIUTaMH

10.

[MTammenty wmmamme 18 ner ¢ Ph+-OJUJI (OJUJI c
HaJIM4ueM dbunanenbduiickon XPOMOCOMBI -
1(9;22)(q34;911.2)/BCR-ABL1) K CTaHIapTHOU
tepanuu gooasienbl UTK

11.

[Tanmentam Mmuagme 18 jeTr ¢ BepupUIMPOBAHHBIM
muarHo3om OJIJI Ha mepros WHTEHCHMBHOHM Teparuu
YCTaHOBJICH LIEHTPAJIILHOTO BEHO3HOTO KaTeTepa

12.

[Manmenty wmmmagme 18 netr ¢ BepUPHUIMPOBAHHBIM
muarnozom OJIJI B mepBble aHU (HeAenu) Tepanmuu
MIPOBOJSATCS TepaneBTUYECKUE MEpPOTPUSITHS,
HampasyieHHbIe Ha mpodunaktuky COJI

C
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[Tpunoxenue Al
Cocras padoueii rpynnsi
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snepHoit MeauuuHel OI'BY "HaumoHanbHbI MEOUIIMHCKHUI MCCIIEI0BATEIbCKUIM IIEHTP AETCKOU
reMaToJIOTHH, OHKOJIOTUM U UMMYyHosoruun uMmeHH Jmutpus Porauea" M3 P®; mpodeccop
Kadeapsl OHKOJIOTHM, TeMartojoruu u JjydeBoil Ttepamuu 1n/¢p PI'BOY BO "Poccuiickuii
HallMOHAJBHBIN HCClle0BaTENbCKUA MequMHCKU yHuBepcuteT uMenu H.U. [Muporosa" M3 PO;
4JieH npasiieHus HarmonansHOTO 00IIecTBa IETCKUX reMaToioroB u oHkosoroB (HOAT O).
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6. CrepanoB I.H. — HayuHBIil COTPYAHHK, 3aB. HAYYHO-OpPraHU3aMOHHBIM oTaesioM OI'BY
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OHKOTE€MaTOJIOTOB

KoH(unuKT uHTEpECOB OTCYTCTBYET.

[Tpunoxenune A2
MeToo/10rusi pa3padoTku KJIMHUYECKUX PeKOMeHIauii

HeseBasi ayiuToOpusi TaHHBIX KJIMHUYECKUX PeKOMeEHIaIHii:

1. Bpau-remaronoru
2. Bpauu-oHkoJsioru
3. Bpauu-nienuarpel
4. Bpaun KJIMHUKO-JIA00PATOPHOM TUArHOCTUKHU

Tabomuma 1. HIkana oumeHKH YPOBHEH J0CTOBEPHOCTH [I0KA3aTeJbCTB I MeETOA0B
AMATHOCTUKM (IUATHOCTUYECKNX BMEIIATEIbCTB)

YA Pacmmmdposka

1 Cucrematnueckue 0030pbl HCCIENOBAaHUM C KOHTpOJIEM pPe(epeHCHBIM METOJOM WIIH
CUCTEeMAaTU4YECKUH  0030p paHIOMHU3UPOBAHHBIX  KIMHUYECKHMX HCCIENOBAaHUN C
MPUMEHEHHEM MeTa-aHalln3a

2 OTILeJ'ILHLIe HCCIICAO0BAHUA C KOHTPOJIEM peq)epeHCHBIM METOJOM WX OTIACIIBHBIC
PAaHAOMU3UPOBAHHBIC  KIIMHUYCCKHUEC  HUCCICAOBAHUA U CUCTECMATHUUYCCKUC 0630]3]91
HCCIIeJOBaHUI F000T0 I[PI38.I>1H8., 3a HUCKIIIOYCHUCM PAHAOMUSUPOBAHHBIX KIIMHUYCCKUX
HCCHCHOB&HHﬁ, C IPUMCHCHUCM MCTa-aHalIn3a

3 HccnegoBanus 0e3 MOCJICAOBATCIIBHOTO  KOHTPOJIA pC(I)CpCHCHBIM METOJOM  HJIHN
UCCICOOBaHUA C pe(bepeHCHBIM METOA0OM, HE MABIAKOIIUMCA HC3aBUCHMBIM  OT
HcciaeayeMoro Mertoaa il HEpaHAOMU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICAOBAHUSA, B TOM
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YHUCJIC KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHHe HCCIICA0BaHMsA, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

5 Nmeercs muis 000CHOBaHNE MEXaHU3Ma JICHCTBHS WIM MHEHHE SKCIIEPTOB

Tabmmna 2. Illkana ouneHKH ypoOBHeil J0CTOBEPHOCTH J0Ka3aTeJbCTB IS MeTOAOB
NpopUIAKTHKH, Je4yeHUss W peabuaurauuud  (MPpOPMIAKTHYECKUX,  JIeYeOHBIX,
peadtWINTAIIMOHHBIX BMEIIATEIbCTB)

Y PacmmdpoBka

1 Cucrematnueckuii 0630p PKU ¢ npumenennem mera-aHanmnsa

2 Otnenbabie PKU u cucremarudeckue 0030phI HCCIEIOBAHUN JIOOOTO AuW3aiiHa, 3a
nckimouennem PKH, ¢ npuMeHeHnem Mera-aHainsa

3 HepannomusupoBaHHble CpaBHUTENBHBIE UCCIIEI0BAHUS, B T.U. KOTOPTHBIE UCCIEAOBAHUS

4 HecpaBHuTtenbHble Mccieq0BaHNs, ONMCAaHNE KIMHUUYECKOTO Ciydas WM CEpUU CIIy4yaes,
HcclieIoBaHus "'Ciy4ai-KOHTPOJIb"

5 Nwmeercs nump 000CHOBaHHE MeEXaHHM3Ma JEMCTBHUS BMeENIATENIbCTBA (JIOKIMHUYECKHE

I/ICCJ'Ie)IOBaHI/Iﬂ) HJIM MHCHUEC DKCIICPTOB

Taboauna 3. lllkana oneHKH ypoBHel yO0eIMTEJbHOCTH PEKOMEHIAUMH JI MeTO10B
NPOQPUIAKTHKH, [AHATHOCTHMKH, JieYeHUs1 ¢  peadmiauranuv  (NpoQHUIAKTHYECKHX,
AUATHOCTHYECKUX, Je4yeOHBIX, peadMJIMTALIMOHHBIX BMEIIATE/IbCTB)

YVPp Pactndponka

A CunbHasi pekoMeHnanus (Bce paccMaTpuBaembie KpuUTEepUU 3PPEKTUBHOCTH (HMCXOJIBI)
SIBIISTIOTCSI BQXHBIMH, BCE HCCIICOBAHUS WMEIOT BBICOKOE WJIM YIAOBIETBOPHTEIBHOEC
METOJIOJIOTHYECKOE KAueCTBO, HMX BBIBOJBI TI0 HHTEPECYIONIMM MCXOJaM SIBJISFOTCS
COTJIACOBAHHBIMH )

B VYcnoBHas pekoMeHaanus (He Bce paccMarpuBaeMbie KpuTepuu 3HEKTUBHOCTH (MCXOIbI)
SIBIISIFOTCSl BKHBIMH, HE BCE HMCCJICIOBAHUS HUMEIOT BBICOKOE HIIM YIOBICTBOPHTEIBHOE
METOJIOJIOTHYECKOE Ka4eCTBO M/MJIM WX BBIBOJIBI 10 MHTEPECYIOIIUM UCXO0JIaM HE SIBJISTFOTCS
COTJIACOBAHHBIMH )

C Cnabas pexkoMeHjanus (OTCYTCTBHE JIOKa3aTeNbCTB HaJUIeKallero KadectBa (Bce
paccMaTpuBaeMbie KpUTepHH APPEKTUBHOCTH (MCXOMBI) SIBISIOTCS HEBaXXHBIMH, BCE
WCCIICZIOBAaHUSI HMEIOT HHU3KOE METOJOJOIMYECKOEe KAyeCTBO W HUX BBIBOJIBI IO
WHTEPECYIOIIUM UCXO0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMU )

IMopsinok 00HOBJIEHUSI KIMHUYECKUX PEKOMEH Al

MexaHu3sM  OOHOBJEHUS ~ KIMHUYECKMX  pEKOMEHJalMi  OpeaycMaTpuBaeT — HX
CHUCTEMATHUYECKYIO aKTyaJU3allli0 — HE PEKe YEM OJIMH pa3 B TPU rojia, a TaKXKe MPHU NOSBICHUU
HOBBIX JI@HHBIX C MO3ULMUHM JIOKa3aTeIbHOW MEIULMHBI IO BOIPOCAM [UArHOCTHKH, JICUCHMS,
OpoUIAKTUKA W peadMIUTAllMd  KOHKPETHBIX  3a00JieBaHMH, HaJU4Yuu OOOCHOBAHHBIX
JIOTIOJTHEHUIH/3aMeuannii K paHee yTBepkaeHHbIM KP, Ho He yaie 1 pa3a B 6 mecsiies.
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ITpunoxxenne A3

CBsizaHHbBIE AOKYMEHTDbI

[Tpunoxxenne A3.1
IIporokoasl neyenus OJIJI y nanuenTos 1o 18 jer

A3.1.1. OcHOBHbIe TIOJIOKEHHSI W CXeMbl Tepanuud MNPOTOKOJA POCCUICKO
ucciaenoBarebckoii rpymnsl ALL-MB 2015 [44]

B uccnegoBanuun ALL-MB 2015 BMecTo monstus "rpymnma pucka' HCHOJb3YyeTCs TEPMUH
"repaneBTuueckas rpymnmna’. TepameBTuueckas rpynmna OINpeAesseTcsl NpeABapUTENbHO Iepea
Ha4yaJioM TEparuu U OKOHYATEIbHO ONPENENSIETCS MOCie MOITYYeHUs pPe3ylbTaTOB I'€HETHYECKOTO
uccnenoBanus. [IOBTOpHO KaKIblii manueHT oneHuBaeTcs Ha 36 nenp Tepanuu (mist OJIJI u3 B-
KJIETOK-TIpEIIeCTBEHHUKOB), Ha 15 m 36 nenw (mis T-OJUJI) u, B cimydae mimoxoro oTBeTa Ha
JIeYeHUe, IEPEBOJAUTCS B OJIHY U3 TPYII BHICOKOTO PHUCKA.

[IpoTtokon a7 KOHKPETHOW TepameBTUYECKOW TpYyNIbl JODKHBI MOJy4aThb TOJIBKO Te
MAlUEeHThl, Y KOTOPBIX M3BECTHHI BCE WHUIMAIbHBIE JIaHHBbIE U TPOBEICHBI BCE HEOOXOAMMBIE
obcnenoBanus. Ecnu uHbopMamus 1O KakoMmy-IHOO TYHKTY OTCYTCTBYET (Hampumep, He
MPOBEJIEHO MUMMYHO(DEHOTUIIUPOBAHUE, MEpPBUYHASI CIIMHHOMO3TOBas (JOMOalibHAs) MYHKLIUS U
T.A.), TalMEeHT HE MOXeT ObITh OTHECEH K OIpPEIENCHHON TepamneBTUYeCKON Trpynne, Hu
TEpaleBTUYECKUN IUIaH Ul HEro  yCTAaHAaBIMBAETCS  MHIMBHIYalbHO  PYKOBOIMTEIEM
HCCIIEZIOBAaHUS COBMECTHO C BpayaMM KIMHHKH.
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Kpurtepuu crpatudukanum Ha TepaneBTHYECKHe IPYNIbI

Bce mamueHThl HM3HAYAIBHO CTPATH(QHUIUPYIOTCS B 3aBHCHUMOCTH OT HUMMYHO(EHOTHIIA
onactabIx K1eTok Ha OJII u3 B-knetok-npeamecrsenankoB u T-OJIJI. [TaruenTs! ¢ Hanmuuem Ph-
nosutuBHOTO OJIJI (1(9;22); BCR-ABL1) BBIACTAIOTCS B OTACNIBHYIO Ipyniy (rpymmna F).

Cpenu nanuenTos ¢ OJIJI u3 B-kiieTok-npeaiiecTBEHHUKOB BbIAEISIOTCS:

- IMammenTsr ¢ t(12;21) moboro Bo3pacTta W HE3aBUCUMO OT HAIHYHUS/OTCYTCTBHS JIHOOBIX
JIPYTUX KPUTEPUEB, BBIJCIAIOTCA OTIEJIBbHO. B 3aBUCMMOCTH OT HaJW4Msl WIH OTCYTCTBUS
JOTIOJTHUTEIBHBIX KIMHUYECKUX KPUTEPUEB OHHU JensaTcs Ha 2 rpymmbl: rpymmy "1221-SR"
(mauueHTsl "cTannapTHoro pucka') u rpynmy "1221-IR" (manueHTs! "MpoMexXyTo4YHOro pucka')

I'pymma "1221-SR": uHHIMATbHOE KOJMYECTBO JeikomuToB < 30 x 10%1 m pasmeps
cenesenku < 4 cm, craryc [IHC I/II. I'pynma "1221-IR": nHunManbsHOE KOJTUYECTBO JEHKOIIUTOB =
30 x 10%n w/mmum pasmepsl cenmeseHkn > 4 cm m/mmu craryc IIHC III (mocTaTodHo 07HOTO
KpUTEPHUS).

- B TepaneBtuueckyro rpymnmny D He3aBucMMO OT BO3pacTa BBIACNAIOTCS MAlMEHTHI C
MHUIUATBHEIM JTelikormro3oM = 100 X 10%mn (rpynma "D1") w/umn namuamem t(4;11) He3aBHCHMO
OT UWHHUIMAIBbHOTO Jeilkonuroza (rpynma "D2"). Ilpm 3TOoM DanmUeHTHl C WHULUAIBHBIM
nefikormro3oM = 100 X 10%m m t(12;21) B rpynmmy "D1" He BKIIFOUArOTCHL.

- Cpenu ocTanbHBIX MAIMEHTOB MPOBOAUTCA CTpaTU(UKALMS B 3aBUCMMOCTH OT BO3pacTa:
ManueHThl Miaame 15 JeT moiydaroT Tepanuio B 3aBUCUMOCTH OT HAJIWYMS WJIH OTCYTCTBHS
JOTIOJIHATENBHBIX KpUTepHeB: rpynmna "A" — manueHTtsl "cTanmapTHoro pucka' m rpynna "B" —
MMalUEeHTH! "TpoMeXyTo4HOro pucka'. I'pynna "A": mHUIMANIBHOE KOJIMYECTBO JEMKOIUTOB < 30 X
10%n u pa3meps! cenmeszenkn < 4 cm, craryc IIHC I/II. T'pynna "B": MHMIMAIbHOE KOJNMYECTBO
neiikomuToB = 30 X 10%1 n/unmm pasmeps! cenesenkn > 4 cm w/mmm craryc ITHC 11T (zocraTouno
OJIHOTO KPHUTEPHS).

- [TaumenTsl cTapiie 15-Tu JeT BBIAEHSAIOTCS B OTACIBHYIO TepaneBTuYecKyto rpymmy "C".

- IMammentsr ¢ OJUI u3 B-kieTok-mipeanecTBEHHUKOB BceX TepamneBTuueckux rpymm ("A",
"B", "C", "D1", "D2", "1221-SR", "1221-IR") npu OTCYTCTBMU peMHUCCHUU Ha 36 JIECHb TEpaIluu
MEePEBOISITCS B TPYIITY BBICOKOTO pucka (rpymma "E").

[Tarmmentsl ¢ T-OJIJI He3aBUCUMO OT BO3pacTa pa3AeisaioTcs Ha 3 TEepareBTUUYECKUE TPYIIIbI
(HM3KOTO, MPOMEXKYTOYHOTO M BBICOKOTO pucka). Ctpartudukanus npou3BOAUTCS HA OCHOBAaHUU
skcrpeccun CDla u T-kimetounsix penentopoB (TCR — T cell receptor) Ha GiacTHBIX KIETKax u
orBeta Ha 8, 15 w 36 ngeup tepanum. Jus kaxmow rpymmer ("T-LR", "T-IR", "T-HR")
MpeyCMOTPEHA CBOS JIMHUS TEPAIUU.

I'pynma "T-LR"™: "CDla+, TCR-" npu uHunuagpbHOM JselkonuTtoze < 500 x 10%1 u npu
ycnoBuu xopoiero orseta Ha 8 (< 1000 6mactubix kimetok/mMkn IIK) u 15 (< 30% B KM) auu
Tepanuu M JOCTIKCHUs peMUcCUU Ha 36 neHb Tepanuu. [Ipu Hanmmuuu Ha 8 nens tepanun = 1000
6nactHbIX Ki1eTok B MKJ 1K nmamments! nepeBoastes B rpynmy T-IR.

I'pynma "T-IR": "CDla+, TCR+" unu "CDla-, TCR-" npu ycnoBuu Xopoiiero orseta Ha 15
nenpb tepanuu (< 30% B KM) u noctmwkenus pemuccuu Ha 36 JieHb Teparnuu.

IManuents! rpynn T-LR u T-IR npu mnoxom otBere Ha 15 nmens (= 30% B KM) unm He
JTOCTHXXCHUHM PEMUCCHH Ha 36 JIeHb Tepanuu MepeBOAATCs B Tpymiy Beicokoro pucka (T-HR).

[ManrenTsl ¢ BapuanToM 3kciipeccuu "CD1a-, TCR+" uznavanbHo otHOCcATCS K rpynne T-HR.

TepaneBTu4yeckue nJIaHbl

[MaruenTs! rpynm "A", "B", "1221-SR", "1221-IR" nony4aroT UHAYKIIMIO, TPH KOHCOTUAALIUN
U nojjepkuBaromyto tepanuro. Ilanuents! rpynnsl "B" B Bo3pacte 10 et u crapuie nosydaror
JIOTIOJTHUTEBHO KpaHuanbHoe oOmydeHue B o3e 12 I'p.
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Tepanus rpynmnsl "1221-SR" npaktuuecku He OTaMYaeTcs OT TakoBoil B rpynne "A", a "1221-
IR" — ot TakoBoii B rpynmne "B". EqMHCTBEHHBIM OTJIMYMEM SIBISETCS TO, YTO HUKTO U3 MaLlUEHTOB
rpynnsl "1221" He mony4aeT KpaHuaIbHOE 00y4YeHHE.

[ManmenTs! rpynmsl "C" nocie HHAYKIUN TOTYYaloT 6 KOHCOMUAAUUN ¢ OOINUM KOJIMYECTBOM
36 BBemenuid acmaparuHazsi*®; HO B mo3ze 5000 EJI (takum o00pa3om, KymyJsTHUBHas [103a
acraparuHa3bpl** COOTBETCTBYET TaKOBOW JUIsl MAIlIEHTOB IMPOMEXYTOYHOTO PHCKA HMCCIIEIOBAHHUNA
ALL-MB 2002 u ALL-MB 2008), u noanepxusatoiyto tepanuto. [lanuenTs! 3T0#l rpynnsl npu
OoTCyTCcTBMM MHULIMANbHOTO nopaxenust LIHC ne obmyuatorcs.

[anuentsr rpynnel "DI1" momy4aroT UMHAYKLIMIO, TpU KOHCOJMJALMM, KpaHUAIbHOE
obOmyuenne B nmo3e 12 I'p m momnepxwuBaromyro Ttepanuo. [larmmentam stoi rpynmsl [101-
acrmaparvHasa BBOJUTCS Ha 5-€ CYTKU MHAYKUUU (a He Ha 3-U, yUUTbIBasA, KaK IPABUIIO, OOJIBIIYIO
Maccy OIyXOJIn).

Tepanust B rpynme "D2" ananornuna takoBoit B rpymnme "DI1", HO ¢ JOMOJHHUTEIBHBIM
BKJIIOUEHUEM BBeJICHUH #00pTe3omMuba™™* B penHIyKIUIX.

[Manuentsr rpynn "T-LR" wu "T-IR" mnomaywyaroT HWHAYKLIHIO, TpU KOHCOJMAALMHU U
MOJIEPKUBAOILYIO Tepanuio. [lalueHTsl 3TUX TPyII OpU OTCYTCTBUU MHHULIMAIBLHOTO MOPAXKEHUS
HHC ne o6nyuatorcs. I[lamuentsr rpynmer "T-IR" monyuator pomonmHuTensHyO 2-10 (a3zy
uHIyKMonHou Tepanuu (Protocol 1b).

[ManmenTs! rpymnmel "F" momydaroT MHAYKIMIO, TP KOHCOJUJIAIMH, KpaHUAIbHOE 00IydeHue
B no3e 12 I'p m nmoanmepxuBaromyto tepanuto. Haumnas ¢ 15 gHS MHAYKOHMH, B TEUYEHHE BCEH
Tepanuu (BKJIIOYAs MOJJIEPKUBAIONIYI0) U KaK MHUHHMYM elie 3 roja mocjie ee OKOHYaHMS,
MalUEeHTHl TIOCTOSIHHO TMOJy4aroT #umatuHuO** B mosze 300 MF/MZ/CYT, eclM B TIporiecce
MOHHUTOPUPOBAHUS MOJIEKYJIIPHOTO OTBETa HE BO3HMKHET HEOOXOJUMOCTH B YBEIWYEHHH O3B
MMaTUHUOA UM B CMEHE perapara Ha APyroil HHruOUTOp TUPO3UHKHUHA3HI.

Bce manwments! rpynm "A", "B", "C", "1221", "T-LR", "T-IR" npu HaiMunu MHUIHAIBHOTO
nopakenns [[HC (IJHC III) momy4aroT Tepamuro COTJacHO MPOTOKOJY JUISI COOTBETCTBYIOIIEH
TeparneBTUYECKON TPYIIBI C JOMOJHUTENBHBIM MIPOBEIEHUEM KPaHHUAJIbHOTO 00NMydYeHus B fo3e 12
I'p.

[Mammentsl Tpynmn "E" u "T-HR" (mammeHTB BBHICOKOTO PHUCKA) MO OKOHYAHWHM WHIYKIIUU
nonydator Omoku IIXT "FI1" wm "F2". Jlanee, B 3aBUCHUMOCTH OT CTaTyca pPEMHUCCHU H
MMMYHOJIOTHYECKON MPUHAUIC)KHOCTH OiacTHBIX KieTok (He-T-OJIJI/T-OJIJI), paznuunbie 010KK
MHTEHCUBHOW XUMHOTepanuu. B ciaydae pedpakTepHOCTH K CTaHIAPTHBIM KypcaM BBICOKOJIO3HOM
[IXT B xauecTBe 2-i JIMHUM TEPATMU MOTYT MPUMEHATHCS HenapaOun™* wnm kimodapadbun. B psae
cnydaeB mamueHtaMm Tpymmbel "E"  Moker OBITh  MpeIOKEHA  Tepamus  IpenapaToM
OnrHaTyMymMa0™**, mpencTaBIAIOMMM U3 ce0si MOHOKJIOHAJIbHOE OMcTeIM(UIecKOe aHTUTEIIO aHTH-
CD19. Beem nmanuentam rpynn "E" u "T-HR" (mamuieHTBI BBICOKOTO PHCKa) MOCIE JTOCTHXKEHUS
PEMUCCHH B paMKax XMMHOTEpANUU BHICOKOTO PUCKa B MAaKCUMaJbHO KOPOTKHE CPOKU OOJIUTaTHO
nokazana amiorenHas TKM mro6oro tuma (B 3aBUCHMOCTH OT JOCTYIIHOCTH JOHOPOB M OT
TEXHUYECKUX BO3MOKHOCTeil). [loaTromy Bcem manmentam »Tux rpynn HLA-TunupoBaHue u
ununmamus  noucka HLA-coBmecTMMOoro [goHopa JOJDKHBI MPOBOAMTHCA —Cpazy IMoOCIe
cTpaTU(UKALUY MAIMEHTOB B 3TY TEPANEBTUUYECKYIO TPYIITY.

CxeMbl Tepanuu

- Unaykuus Jlekcamerason** — 6 mr/m%/cyr per oS B 2 mpuema (BBeIeHMS) B JEHb C
MHTEPBAJIOM COOTBETCTBEHHO B 12 yacoB. J{nu ¢ 1-ro no 28-ii. [lonHast cyrouHas 103a JOCTUraeTcs
MOCTENEHHO B 3aBUCHUMOCTHM OT MHHUIMaNbHOM Macchl omyxoiu. C 29 nHs Tepanuu HauuHaeTcs
CHIDKEHHE JI03bI Jekcamerasona: 29-31 muu — 3 mr/m?, 32-34 auum — 1,5 mr/m?, 35-36 auu — 0,75
Mr/M?%; fajiee J1eKCcaMeTa3oH OTMEHSETCS TIOHOCTBIO.

- Bunkpuctua** — 1,5 mr/m? (MakcuMaibHas 103a 2 Mr) B/B cTp. Ha 8, 15, 22, 29 u 36-oi
THU.
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- Haynopyourun** — 45 mr/m? B/B Kan. Ha 8 u 22 neHb Tepanuu. Y manueHTos rpymd "A" u
"1221-SR" BBeneHue Ha 22-0if JE€Hb OCYIIECTBISAECTCS TOJIBKO mpu oOHapyxkenuu Oonee 10%
OJIACTHBIX KJIETOK B KOCTHOM MO3T€ Ha 15-bIif ICHb JICUCHHUSI.

- #imatuHN6** — manments! rpymmsl "F" ¢ 15 nag uaaykumu B no3ze 300 MF/MZ/CyT per os.

- MWutpartekanpHo (MeTOTpekcaT**, mmrapaOue™*, npemHu30J0H**) — B  BO3pPACTHBIX
no3upoBkax B 0/1, 8, 15, 22, 29 u 36-0ii 1HU JeUeHUS.

Jlo3upoBaHue npenaparos /s HHTPATEKAJbHON Tepanuu B 3aBUCMMOCTH OT BO3pacra:

Bo3spacrt Merotpekcar** (mr) | Hurapabun** (mr) | [Ipegauzonon™* (mr)
Menee 1 rona 6 20 4
Ot 1 roma mo 2 ser 8 30
Ot 2 ner no 3 ner 10 40 8
Crapmre 3 net 12 50 10

Koncoanganus 1

- Mepxantomypur** — 50 Mr/mM? B IeHb per 0s exenHeBHO (7-12 Henens); B rpymme "T-IR" —
12-17 venens

- #MetoTpekcar** — 30 Mr/m? BHyTpuMEIIeuHO 1 pa3 B Heaemo (7-12 Henens); B rpymme "T-
IR" — 12-17 venensa

Jlo3a MepkanronmypuHa** u MetoTpekcara** KoppuUrupyercs B 3aBUCUMOCTH OT JICHKOIIUTOB
KpOBH.

- Acnaparunaza** — BHyTpuMbIIIeYHO | pa3 B HEJENI0 POBHO Yepe3 CYTKU IOCIE BBEICHUS
MeToTpekcarta, (7-12 nenens; B rpymme "T-IR" — 12-17 nenens); B mo3e 5000 Ex/m? B rpymmax "A",
"C", "1221-SR", B no3e 10000 Ex/m? B rpynmax "B", "D1", "D2", "F", "1221-IR", "T-LR", "T-IR"

- HWatparekanpHo (MeToTpekcar**, murapabuH**, mnpeaHu3oJoH**) — B  BO3pPACTHBIX
no3upoBkax Ha 7, 9, 11 u 13 nenene; B rpynme "T-IR" — 12, 14, 16 u 18 negens

- JlekcameTaszoH** — 6 Mr/mM%/cyr per os B 2 mpuema (BBEICHHUS) B JCHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 4yacoB Ha mpoTsokeHuu 10 gHEH ¢ mocnemyromiell ObICTpOH OTMEHOW B
teueHue 3-x aueit — venenu 13-14; B rpynme "T-IR" — 18-19 nenens

- Bunkpuctua** — 1,5 mMr/m? (MakcuManbpHas 103a 2 Mr) B/B cTp. Ha 85, 92 nens (13, 14
Henens); B rpynme "T-IR" — na 124, 131 nens (18, 19 Henens)

- laynopy6uuun** — 30 mr/m? B/B Kan. J[sax sl B rpynmnax "B", "D1", "D2", "F", "1221-IR",
"T-LR" — na 44 u 65 muu (menenu 7, 10), "T-IR" — Ha 79 u 93 nuu (Hepenu 12, 14); u oquH pa3 B
rpymnme "C" — na 85 nensb (13 Henens).

- #matunn6** — maumentsl rpynnbel "F" MOCTOSHHO B TeueHUE BCeH KOHCOIWAALUU
noJyuarot B go3e 300 mr/m%/cyT per os

- #boptesomub** — mamuents! rpynmnel "D2" B moze 1,3 Mr/M? B/B GOJIIOCHO 3a 3-5 cek ¢
MOCIIENYIOIUM MPOMBIBaHHEM KaTeTepa (PU3MOJIOTHUYECKUM pacTBopoM Ha 85, 89, 92, 96-it nHu
(13, 14 nenens).

Koncoaupanus 2

- Mepkanronypun** — 50 Mr/m? B 1eHb per os exenHeBHo (15-20 Hexens); B rpymme "T-IR" —
20-25 menens

- MetoTpekcar** — 30 mMr/m? BHyTpuMbIeuHo 1 pas B Henemo (15-20 Henens); B rpymme "T-
IR" — 20-25 menens

Jlo3a MepkanTonypuHa** u MeroTpekcara** KoppuUrupyeTcs B 3aBUCUMOCTH OT JICHKOLIUTOB
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KpOBHU.

- Acnaparunasza** — BHyTpuMbIIIeYHO | pa3 B HEAETIO POBHO Yepe3 CYTKH IOCJe BBEICHHS
MmetoTpekcata, (15-20 menens; B rpymmne "T-IR" — 20-25 menens); B mo3e 5000 Ex/m? B rpymmax
"A", "C", "1221-SR", B no3e 10000 Ex/m? B rpynmnax "B", "D1", "D2", "F", "1221-IR", "T-LR", "T-
IR"

- MWutparekanpHo (MeTOTpekcaT**, mmrapaOue**, nNpemHu30JoH**) — B  BO3pPACTHBIX
J03UpOBKax — oJHOKpaTHO Ha 141 nenb (21 Henens) B rpynnax "A", "B (te, KoMy IuiaHupyercs
obmyuenwue)", "D1", "D2", "F", "1221-SR"; 4 BBenenus B rpynnax "B (He mosydaromue JTy4eByrO
teparuio)", "1221-IR", "C", "T-LR" na 15, 17, 19 u 21 nenene; B rpynmne "T-IR" — na 20, 22, 24 u
26 nenere.

- Jlexcamerazon** — 6 mr/m%/cyT per os B 2 mpuema (BBEIEHHsA) B J€Hb C HHTEPBAIOM
COOTBETCTBEHHO B 12 uyacoB Ha mpoTsokeHuH 10 nHeH ¢ mocnemyromieil ObICTpoil OTMEHOM B
TedeHue 3-X AHer — Hexenu 21-22; B rpymme "T-IR" — 26-27 nenens

- Bunkpuctun** — 1,5 Mr/m? (MakcuManbHas 103a 2 MT) B/B cTp. Ha 141, 148 mems (21, 22
Hezens); B rpymnme "T-IR" —na 180, 187 nens (26, 27 nenens)

- Jlaynopy6umma** — 30 mr/m? B/B kamn. JBaxsl B rpynmax "B", "D1", "D2", "F", "1221-IR",
"T-LR" — na 98 u 121 nens (nemenm 15, 18), "T-IR" — na 135 u 156 nuu (nenemm 20, 23); u oauH
pa3 B rpymnne "C" — Ha 141 nens (21 Henens).

- #matuan6** — mammenTsl rpynmbl "F" MOCTOSIHHO B TeYeHWE BCEW KOHCOJWIAIINU
mosTydaroT B 1o3e 300 Mr/M%/cyT per 0S

- #Bopreszomu6** — mamments! rpymnel "D2" B mo3e 1,3 mr/m2 B/B 6omocHO 3a 3-5 cex ¢
MOCJIEAYIONIMM MPOMBIBAaHUEM KaTeTepa (hHU3MOJIOTHUECKHM pacTBopoMm Ha 141, 145, 148, 152-i
nau (21, 22 Hepens).

Kouncomunanus 3

- MepkanTomypur** — 50 Mr/m? B IcHb per os exeaHeBHo (23-28 nenens); B rpynme "T-IR" —
28-33 uenens

- Metotpekcar** — 30 Mr/m? BHyTpUMBIIIeuHO 1 pa3 B Hememo (23-28 Henens); B rpymie "T-
IR" — 28-33 Henens

Jlo3a mepkanronypuna®™* u metorpekcara** xoppurupyercs B 3aBUCUMOCTU OT JICHKOLIMTOB
KpPOBHU.

- Acnaparunaza** — BHyTpuMbIlIedHO | pa3 B HEIEN0 POBHO 4Yepe3 CYTKHU IOCIIE BBEICHUS
MetoTpekcara, (23-28 nenens; B rpynme "T-IR" — 28-33 mezens); B go3e 5000 Exm? B rpymmax
"A", "C", "1221-SR", B no3e 10000 Ex/m? B rpynmax "B", "D1", "D2", "F", "1221-IR", "T-LR", "T-
IR"

- HWatparekanpHo (MeToTpekcar**, nurapabuH**, mnpemHu3oJoH**) — B  BO3pPACTHBIX
JO3UPOBKAaxX — OJMHOKpaTHO Ha 197 nenb (29 nenens) B rpynmnax "A", "B (Te, koMy IuiaHupyercs
oOmyuenwue)", "D1", "D2", "F", "1221-SR"; 4 BBenenus B rpynnax "B (He nmoisrydaromue J1y4eByro
tepanuio)", "1221-IR", "C", "T-LR" u "T-IR" na 23, 25, 27 u 29 nenene; B rpynme "T-IR" — na 28,
30, 32 u 34 nenene

- JlexcamerazoH** — 6 mr/m%/cyr per os B 2 npuema (BBEJEHHs) B J€Hb C HHTEPBAIOM
COOTBETCTBEHHO B 12 wacoB Ha mpoTsbkeHuu 10 mHel ¢ mocnemyromiei ObICTpoil OTMEHOH B
TeyeHue 3-x auei — Hexenu 29-30; B rpynme "T-IR" — 34-35 nenens

- Bunkpuctur** — 1,5 mr/m? (MakcuMasbHas 103a 2 Mr) B/B ctp. Ha 197, 204 nens (29, 30
Hezens); B rpymnme "T-IR" — na 232, 239 nens (34, 35 nenens)

- laynopyouuun** — 30 Mr/m? B/B kan. OaHoKpaTtHO B rpynmax "B", "D1", "D2", "F", "1221-
IR", "T-LR" — Ha 163 nens (24 nenens); B rpynmnax "C" u "T-IR" —na 197 nenn (29 nenens).

- #matuan6** — manmentel rpynnel "F" MOCTOSHHO B TeueHWE BCEH KOHCOIUAALUU
nomyuarot B go3e 300 mr/m%/cyT per os

- #Boprezomu6** — manuentsl rpymnsl "D2" B mo3e 1,3 mMr/m? B/B GomocHO 3a 3-5 cek ¢
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MOCJICYIONUM TIPOMBIBaHHEM Karerepa (usuosiorndeckuM pactBopoMm Ha 197, 201, 204, 208-i
nau (29, 30 Hepens).

Kouncoanaanus 4 (Tojbko nanueHTsl rpynnsl '"'C'")

- Mepkanronypun** — 50 mr/m? B ieHs per os exennesHo (31-36 nenens)

- MetotpekcaT** — 30 mr/m? BHyTpuMbIedHo 1 pa3 B Henemo (31-36 nenens)

Jlo3a MepkanTormypuHa** u MeroTpekcara** KoppUrHpyeTcst B 3aBHCUMOCTH OT JICHKOLIUTOB
KPOBH.

- Acnaparunaza** — BHyTpUMBIIIEYHO | pa3 B HEAETIO POBHO Yepe3 CYTKH IOCJIEe BBEICHHS
MeToTpekcaTa, (31-36 Hezens); B 103e 5000 En/m?

- HWurparekanpHo (MeToTpekcaT**, nurapabuH™**, npenHU30I0H**) — B BO3pacTHBIX
JO3UPOBKAX — OJTHOKPATHO Ha 253-i aeHsb (37 Hemens).

- Jlexcameraszon** — 6 mr/m%/cyT per os B 2 mpuema (BBeJeHHs) B J€Hb C HMHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB Ha mpoTsikeHuM 10 nHeH ¢ mocnemyromieil ObICTpoil OTMEHOW B
TedyeHue 3-x aHei — Henmenu 37-38.

- Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 703a 2 Mr) B/B cTp. Ha 253, 260 manm (37, 38
HEJIEIsN)

- JlayHopyOumua** — 30 Mr/m? B/B Kar. OHOKpATHO Ha 253 1eHb (37 Hemens).

Koncomuaauus 5 (Tosbko nanueHTsl rpynnst '"C")

- MepxanTonypur** — 50 Mr/mM2 B JIeHb per os exenHeBHo (39-44 Henens)

- MetoTpekcat** — 30 Mr/m? BHyTpuMbIedHo 1 pa3 B Henemo (39-44 nenens)

Jlo3a MepkanronmypuHa** u MeToTpekcara** Koppurupyercsi B 3aBUCUMOCTH OT JICHKOIIMTOB
KpOBH.

- Acnaparunaza** — BHyTpuMbIIIeYHO | pa3 B HEJENI0 POBHO Ye€pe3 CYTKU IOCIE BBEIEHUS
MeToTpekcara, (39-44 nenens); B noze 5000 En/m?

- HWatparekanpHo (MeToTpekcar**, murapabuH**, mnpemHu3oJoH**) — B  BO3PACTHBIX
J03UPOBKaX — 0 qHOKpaTHO Ha 309-1i neHsb (45 Hemens).

- JlexcameTaszon** — 6 Mr/m%/cyr per os B 2 mpuema (BBeIEHHs) B J€Hb C HHTEpPBAOM
COOTBETCTBEHHO B 12 4yacoB Ha mpoTsokeHuu 10 gHEH ¢ mocnemyromied ObICTpOH OTMEHOW B
TeueHue 3-X nHer — Henenu 45-46.

- Bunkpuctua** — 1,5 mMr/m? (MakcuManbHas 03a 2 MT) B/B ctp. Ha 309, 316 nuu (45, 46
HEJIEeIs)

- Haynopyounuua™* — 30 Mr/M? B/B Kall. Onnokpatno Ha 309 nens (45 Hemens).

Koncosmaanus 6 (Tojibko nanueHTsl rpynnsl '"'C')

- MepxkanTomypun** — 50 Mr/mM2 B JIeHb per os exenHeBHo (47-52 Henens)

- MetotpekcaT** — 30 mr/m? BHyTpuMbIeyHo 1 pas B Henemo (47-52 nenens)

Jlo3a MepkanTonypuHa** u Merorpekcara** KoppuUrupyercs B 3aBUCUMOCTH OT JICHKOLIUTOB
KPOBH.

- Acnaparvsasza®™* — BHyTpUMBbIIIEYHO | pa3 B HEAETI0 POBHO Yepe3 CYTKH IOCje BBEJICHUS
MeToTpekcaTa, (47-52 nezens); B no3e 5000 En/m?

- MHutpatekanbHo (MeTOTpekcaT**, nurapaOuH™*, mNpegHu30J0H**) — B BO3pPACTHBIX
JO3UPOBKAX — OJTHOKPATHO Ha 365-i nensb (53 Henmens).

- Jlexcamerazon** — 6 mr/m%/cyr per os B 2 npuema (BBEJEHHs) B J€Hb C HUHTEPBAIOM
COOTBETCTBEHHO B 12 uyacoB Ha mpoTsbkeHuu 10 mgHel ¢ mocnenyromeid ObICTPOM OTMEHOH B
TeYeHue 3-X qHeH — Henenu 53-54

- Bunkpuctur** — 1,5 mr/m? (MakcuMasbHas 103a 2 Mr) B/B cTp. Ha 365, 372 nens (53, 54
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HEJIeIsN)

Bropas ¢a3a ungyknuu (mporokou Ib) (Toasko manuents rpynmsi "T-IR™)

- uxnodochamua** — B noze 1000 mr/m2, B/B Kam. 3a 1 yac, B qxau 43 u 71.

- Mecna** — 400 mr/m? BHYTpHUBEHHO Tiepes HHy3Hel rmkaodochamua, a Takke Ha 4 U 8
9ac mocye BBEJICHHsI ITperapara.

- Llutapabun** — B n03e 75 MI/M?/CyT, BBOAWTCS BHYTPUBEHHO CTPYHHO, B THH 45, 46, 47, 48;
52, 53, 54, 55; 59, 60, 61, 62 u 66, 67, 68, 69 (4eTbipe 4-X-THEBHBIX OJIOKA).

- MepxkanTonypua** — B mo3e 60 Mr/m%/cyr, per os, ¢ 43 mo 71 nenb (Bcero 28 mmeit; 4
HEJICIIN )

- HWHurparekanpbHo (MeToTpekcaT**, nurapabuH™**, mNpeIHN30JI0H
JO3UPOBKAxX Ha 52 U 66-0i1 1€Hb.

**) — B BO3paCTHBIX

Tepanusi nanueHToB BbIcOKOro pucka (rpymnst "E'" u "T-HR'™)

Baok F1-F2

- Metunmnpenausonon** — 80 mr/m%/cyT, per/os Wi B/B B Tpu ipuema; aau 1-5; 11-15

- Bunkpuctur** — 1,5 Mr/M? (MakcuManbHas 103a 2 Mr) B/B cTp.; aau 1, 6 1 11.

- Metotpekcat** — 5000 mr/m? B/B 3a 24 yaca B 1eHb 1.

1/10 o6meii 10361, KaKk Harpy304HYIO 103y B/B Kail. 3a 30 MUHYT

9/10 obmelt 10361 B BUAC TUTEIHHOM BHYTPUBEHHOU MH(PY3un 3a 23,5 yaca.

- QommHaT KanmpIma** — 15 wr/mM?> B/B Ha 42-0f, 48-0if W S54-blii uyacel HMHY3HH
MeToTpekcara**

VYBenuueHue KOJMYECTBAa BBEACHUNW M 11036l (oNMHATA KalblMsI** B 3aBUCHMOCTH OT
KOHIICHTPAIIUA METOTpEeKcaTa** B KPOBH

- Iurapabun** — 2000 mr/mM?> B/B B BHjae 3-X 4acoBoi mHQY3uu Ha 11-if m 12-if nam. 4
BBEJICHHS C MHTEPBAJIOM B 12 yacoB

- HWatparekanpHo (MeToTpekcar**, murapabuH**, mnpeaHu3oJoH**) — B  BO3pPACTHBIX
J03upoBKax; qHU 1 u 15.

Baox HR-1

- Metunnpeam3onon** — 80 Mr/mM2/cyT, per/os Wi B/B B TpH IpueMa; 16U 1-5

- Bunkpuctua** — 1,5 mr/m? (MakcuManbHas 103a 2 Mr) B/B ¢Tp.; JHH 1 1 6.

- Metotpekcar** — 5000 Mmr/m? B/B 3a 24 vaca B jeub 1.

1/10 obmeit 10361, KaKk HAarpy304YHYIO 103y B/B Kail. 3a 30 MUHYT

9/10 obmieli 10361 B BUAE JUIUTEIHHON BHYTPUBEHHOM nH(]Yy3uu 3a 23,5 yaca.

- Kampuus ¢omunar** — 15 mr/m? B/B Ha 42-0i, 48-0ifi m 54-blii yacel uHY3UH
MeToTpekcara**

VBenn4yeHne KOJUYecTBa BBEACHMH M JI03bl Kanbliusg (ojauHaTta** B 3aBUCUMOCTH OT
KOHIICHTpAalluu MeToTpeKcaTta** B KpoBU

- Huknogpochamua** — 200 mr/m? B/B KanensHo 3a 1 yac; aHu 2-4. 5 BBeIeHHUI ¢ HHTEPBATOM
B 12 vacoB

- MecHa** — 70 mr/mM® BHYTpUBEHHO nepes uHy3uei nmuknodocdana, a Takxke Ha 4 U 8 yac
1ocJie BBeJICHHsI Ipernapara

- Hurapabun™** — 2000 Mr/M? B/B B BHJE 3-X 4acOBOM uHpYy3UH Ha 5-i IeHb. 2 BBEJCHHUS C
UHTEpBAJIOM B 12 yacos

- MWutpatekanbHo (MeTOTpekcaT**, nurapaOuH™*, mnpegHU30J0H**) — B BO3pPACTHBIX
JI03UpOBKax; B 1-if IeHb.
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Baox HR-2

- Metunnpenausonon** — 80 mr/mM%/cyT, per/os Wi B/B B TpH TIpuema; Juu 1-5

- Metotpekcat** — 5000 mr/m? B/B 3a 24 yaca B 1eHb 1.

1/10 oOmieii 10361, KaK HArPY304HYIO 103y B/B Karl. 3a 30 MUHYT

9/10 o6eli 10361 B BUAC JUIUTEIHHOW BHYTPUBEHHOW HH(Y3HH 3a 23,5 vaca.

- Qomuuar Kanmpmus** — 15 wmr/m? B/ Ha 42-0if, 48-oif u S54-pii uyacel HHDY3UH
MeToTpekcara**

VBenn4yeHne KOJNUYECTBa BBEACHMUA W J03bI (OJIMHATA KaNbLUUsS** B 3aBHCUMOCTH OT
KOHLIEHTpPALlMU METOTpeKcaTa™* B KpoBu

- TIaracnaprasa — 1000 Ex/m? B/B kamnenbHO 3a 2 daca; Ha 6-if J1eHb.

- HWurparekanpHo (MeTOTpekcaT**, nurapabuH™**, npenHU30I0H**) — B BO3pacTHBIX
JIO3UPOBKAX; B 1-i I€HB.

- Bunkpuctun** — 1,5 Mr/m? (MakcuManbHas pa3oBas 103a 2 Mr) B/B B 10U 1 1 6.

- Udochamun** — 800 mr/m2, B/B B Teuenue 1 gaca, quu 2-4. 5 BBeleHHIA ¢ HHTEpBANOM B 12
4acoB.

- Mecna** — 400 Mr/m? BHyTpHBEHHO mepen nH(y3uei ndochamma, a Taxke Ha 4 u 8 gac
TOCIIe BBEJICHHUSI ITperapara.

- JlayHopyOumuH — 30 Mr/M%, B/B Karl. 3a 24 yaca, eHb 5.

Baoxk HR-5

- Metunmpeam3onon** — 80 Mr/m2/cyT, per/os Ui B/B B TpH TpreMa; 16U 1-3

- Knodapabun — 52 MT/M? (g manmentoB muamire 30 yet) B/B Kam. 3a 2 yaca, AHH 1-5

- Huknodochamua™* — 300 Mr/m® B/B Kart. 3a 1 4yac; nau 1-5. 5 BBeCHHMI ¢ WHTEpBaJoOM B 24
yaca

- MecHa** — 100 mMr/m? BHYTpHBEHHO nepes] nHQYy3Hei mukaodochana, a Takke Ha 4 1 8 yac
MoCJIe BBEJICHUS TIpenapara.

- Drono3ux** — 100 mr/m?, mHu 3-5, B/B Karl. 3a 2 yaca. 3 BBEACHHS C WHTEpBAJIOM B 24 daca.

- HWatparekanpHo (MeToTpekcar**, nurapabuH**, mnpeaHu3oJoH**) — B  BO3pPACTHBIX
JIO3UPOBKAX; B 1-i JIeHb.

Biaox HR-6

- Metunmnpeamsonon** — 80 Mr/mM%/cyT, per/os Wi B/B B TpH TIpHeMa; JHH 1-5

- Henmapabun** — 1 400 mr/m? B /B Kam. 3a 1 uac; guu 1, 3, 5.

- [futapabun™** — 300 mr/m? B/B 3a 3 4aca, 1HH 3-5. 6 BBEICHUIA ¢ HMHTEpBaJIOM B 12 yacoB

- Huximodochamun™* — 200 Mr/m? B/B KamnespHO 3a | yac; guu 1-5. 5 BBeIeHUIA ¢ HWHTEPBAJIOM
B 24 4aca.

- Mecna** — 70 mr/m? BHyTpuBeHHO nepe nHbysuei nuknodocdana, a Takxke Ha 4 1 8 yac
MocJie BBEJICHUS Mpernapara.

- [Iaracnaprasza — 1000 En/m? B/B KamenpHO 3a 2 yaca; Ha 6-if 1eHb.

- MHutpatekanbHo (MeTOTpekcaT**, nurapaOuH™*, mNpegHu30J0H**) — B BO3pPACTHBIX
JO3UPOBKAX; HA 6-11 IeHb.

Baox HR-7

- JlekcameTa3on** — 6 mr/mM%/cyT, per/os UM B/B B Ba npuema; 1HU 1-5
- Knodapabun — 52 Mr/M? (s manmentoB muamire 30 yeT) B/B Kam. 3a 2 yaca, JHH 1-5
- Hurapabun** — 1000 mr/m? B/B B Buje 3-X uyacoBoil mH(y3uu, mauu 1-5. 5 BBemeHHii ¢

Ctpanuua 43 u3 54


http://disuria.ru/

KnuHuuyeckme pekomeHgaummn — OcTpbin nuMdobnacTHbIn nenkosd — 2020-2021-2022 (31.01.2023) — YTBepxaeHbl Muusgpasom PO

UHTEpBAJIOM B 24 yaca
- Unapybunun** — 8 Mr/m2, B/B Kam. 3a 6 4acos, JHH 3-5

KpannaabHoe o0sryuenune

PexomMeHaium no JiyueBoi Tepanuu — cM. pasjien 3.2 JaHHbIX peKOMEHAALNH.

I[Moanep:xuBalomas Tepanus

[MomnepxuBaromasi Tepanust HaumHaercss Ha 31 Hemene MPOTOKONA ISl MAIMEHTOB
tepaneBTuaeckux rpynn "A", "B", "D1", "D2", "F", "1221-SR", "1221-IR", "T-LR". ¥ nanuenTos
rpynnsl "C" oHa HaunHaeTcs Ha 55 Hezene Tepanuu. Y nanueHToB rpymnmsl "T-IR" — Ha 36 Henene.

[TonneprxuBarorasi Tepanus Mpo0HKACTCs A0 JOCTHKEHUS 00IeH ITUTEILHOCTH JICUeHUS 2
roga. OHa cocTtouT M3 6-TM HEAENBHBIX KypcoB MepkanTonmypun®* + MeroTpekcar™*, c
MoCJIeyromel 2-X HenenbHOH pewHaykiueid "Jlekcamerazon™* + BuakpucTuH**" ¢ 0gHHM
WHTpATeKAIbHBIM BBEJICHHEM 3-X IpemnapartoB (MeTroTpekcar™*, murapaObuu**, mpemHu3oioH™**).
WuTpaTexanpHas Tepanus IpOBOJUTCS TOJIBKO Ha 1-M roay Tepanuu.

MCCNEAOBAHMME ALL-MB 2015 NOAAEPXHUBAKILARA TEPANKA,
VCR 1.8 mg'm” (i.v.) a & a a 5 a
DE XA Gmg/m” {(p.o.) - - -
NN HEREN HRREN
TIT < g s
3 O3F 33 3 38 M IF 3 > 40 41 4F 4) 44 45 48 AT 44 49 S0 1 SF &) A4
VCR 1.5 mgim’ (i.v.) e & 8 G 5 a
DEXA 6mgim” {(p.o.) u u u
AT X 30w (LM ) I I t I I l I I ' I ’ I I ! I I l I
S5 B8 7 58 59 60 &% 62 43 64 65 O AT &8 €9 TO TV FX T3 T4 TR T FF TR
VCR 1.6 mgim’ (iv.) G s G 5
D XA, Gmg/m” (Do) - -
MTX 30mg/m’ (.m.) HEEEE RN BEEREERRERR
6-MP 50mgim’ (9.0.) L
I .

- Mepkanronypun** — 50 Mr/mM? B ieHb Per 0S exKeJTHEBHO

- Merotpekcar** — 30 Mr/mM? BHYyTpHMBILIEYHO 1 pa3 B HeJIEIO.

Jlo3a MepkanTonypuHa*™* u merorpekcara** Koppurupyercs B 3aBUCUMOCTH OT JICHKOLIUTOB
KPOBH.

- Jlexcamerazon** — per os exenHeBHO Ha mpoTskeHuu 10 aHel ¢ mocneayromei ObICcTpol
oTMeHOH B TeueHue 3-x aHed. CyrouHas J03a Mpemnapara pacupeiensercs Ha 2 mpuema ¢
UHTEpBaJIOM 12 yacos.

- Bunkpuctun** — 1,5 Mr/m? (MakcuMaibHas 103a 2 Mr) B/B c1p. 1 pa3 B Henemo (B 1-if u 8-if
TTHU PEUHAYKIIUN).

- MHutpatekanbHo (MeTOTpekcaT**, nurapaOuH™*, mNpegHU30J0H**) — B BO3pPaCTHBIX
no3upoBkax Ha 37, 45 m 53 Henene (BMECTe ¢ NEPBBIM BBEACHMEM BHMHKPUCTHMHA HAa KaXAOW
peuHayKuuu). Jlanee MHTpaTeKalbHas Tepanusi He mpoBoAuTcs. MHTpaTekanbHas Tepamnus mocie
Jy4eBOM Tepanuu IpOBOJUTCS ABYMs MpenaparaMu (LuTapadun™*, mpennuzonon™*)
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A3.1.2. OcHOBHbBIE TMOJIO)KEHMSI M CXeMbl Tepanuu NPOTOKOJIAa HeMelKoM
ucciaenosareabckoii rpynnsl ALL IC — BFM 2002

Kpurtepuu crpatndukanmuu Ha TepaneBTHYeCKHe IPYNIIbI

I'pynna crangapTHoro pucka

- Xopommwmii otBeT Ha (hop-¢a3y npeann3onoHoM (< 1000 OracTHBIX KIETOK/MKI KPOBH Ha 8
JIEHb TEepaIrum)

- Bospact 2 1 roga u < 6 jer

- VinumpaneHOe KOTHYecTBO NeikormuTos < 20 x 10%/1

- < 25% OnacTHBIX KJIETOK B KOCTHOM MO3re Ha 15 1eHb Tepanuu

- Jloctuxxenue pemuccuu Ha 33 eHb Tepanuu

Bce kputepun 00s3aTenbHbBI

I'pynna npoMe:XyTo4HOIo pucka

- Xopoumii oTBeT Ha (hop-hazy npeaunzosoHoM (< 1000 OracTHBIX KIETOK/MKI KPOBU Ha &
JIeHb Teparum)

- Bo3pacr < 1 royia w2 6 JIeT W/WIM MHAIIHATHFHOE KOJIHYECTBO JIEHKOMTOB = 20 X 10%n

- <25% OGnacTHBIX KJIETOK B KOCTHOM MO3T€ Ha 15 neHs Tepanuu

- JlocTxkeHue pemuccuu Ha 33 JeHb Teparuu

u/unm

- Kputepuu rpynnel crangapTHOro pucka + = 25% 6yacTHBIX KJIETOK B KOCTHOM Mo3re Ha 15
JI€Hb + JOCTHUKEHUE PEMHUCCUU Ha 33 IeHb Tepanuu

I'pynna BbICOKOr0 pucka

- IImoxoit oTBer Ha (op-da3y npearu3ononoM (= 1000 OG1acTHBIX KIETOK/MKJI KPOBH Ha 8
JICHb TEpaIum)

- Kpurepuu rpynmnsl mpoMeXyro4Horo pucka + = 25% 0nacTHBIX KIETOK B KOCTHOM MO3Te
Ha 15 neHp Tepanuu

- Her pemuccun Ha 33 neHb Tepanuu

- Hanuuwe t(9;22)

- Hanwnuwe t(4;11)

JlocTaTouHO OJJHOTO KpUTEPUS

TepaneBTU4YeCKHE MJIAHBI

[TarueHTHI TPy CTAaHAAPTHOTO U IPOMEXKYTOUHOTO prcka noay4aroT [IpoTokon I, mporokon
M, Ilportoxon II u momnmepkuBaromyro Tepanuio. KpanuanpbHoe 00aydeHHE MPOBOIUTCS TOJIBKO
namuentam ¢ T-OJIJI.

[TarmeHTHl TPYNIBI BBICOKOTO pHUCKa mosydaroT [Ipotokon I, 3atem 6 GI10KOB MHTEHCHBHOU
BBICOKOJI03HOW xumuotepanuu, [Ipotokxon II, kpaHmanpbHOEe O0OMy4YeHHE H TOIEPKUBAIOIIYIO
Tepanuio.
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CxeMbl Tepanuu

IIporoxoa I

- [penumsonon** — 60 mr/m?/cyr per os. Juu ¢ 1-ro mo 28-it. IlonHas cyrounas mosa
JIOCTUTAETCS MMOCTETIEHHO B 3aBUCHMMOCTU OT MHHMIMaIbHOM Macchl onmyxonu. C 29 nHsa Tepanuun
HAYMHAETCS CHUYKEHUE JI03bI IIPEIHU30JI0HA /10 TIOJTHOM OTMEHBI 3a 9 THEH.

- Bunkpuctun** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 8, 15, 22, u 29-ii quu.

- Jlaynopybumua** — 30 mr/m? B/B kam. 3a 1 yac ma 8, 15, 22 u 29-it mens» Teparmuu. Y
nanueHToB ¢ BII-OJIJI rpynmnbl cTaniapTHOTroO pucka BBeAeHUs Ha 22 U 29-i1 1eHb HE TPOBOSATCS.

- Acnaparmrasza** — B/B xar. 3a 1 gac B 1o3e 5000 Exym? ma 12, 15, 18, 21, 24, 27, 30 u 33-i
JIeHb.

- Iuknodochamua** — B moze 1000 mr/m2, B/B Kam. 3a 1 yac, B 1uu 36 1 64.

- Mecna** — 400 mr/mM? BHYTpHBEHHO Tiepe nHy3Hel nuknopochamuna, a Takxke Ha 3, 6 1
9 yac nocne BBeieHUs Ipernapara.

- Llutapabun** — B n03e 75 MI/M?/CyT, BBOAUTCS BHYTPHBEHHO CTpYiiHO, B 1HH 38, 39, 40, 41,
45, 46, 47, 48, 52, 53, 54, 551 59, 60, 61, 62 (uetbipe 4-X-THEBHBIX OJIOKA).

- MepxanTonypua** — B mo3e 60 Mr/m%/cyt, per os, ¢ 36 mo 63 nenb (Bcero 28 mmeit; 4
HEJICIIN )

- UnTparekanbHO (METOTpeKcaT™*) — B BO3pacTHBIX JO3UpoBKax Ha 1, 12, 33, 45 u 59-i1 quu.
VYV nanuenTtoB co cratrycom [IHC 2 u 3 mpoBoauTcs ABa NOMOJHUTENIBHBIX BBEACHUS Ha 18 u 27
nens [102].

Jlo3upoBaHue MpenapaToB JJs HHTPATEKAJbHOI Tepanuud B 3aBUCHMOCTH OT BO3pacrta
[103]:

Bo3spact <1 roma > 1<2mer 2 2 <3 et 2 3 jer
MeroTpekcat** (mMr) |6 8 10 12

IMporoxon M

- MepkanTonypus** — B o3e 25 Mr/mM2/cyT, per os, ¢ 1 1o 56 1eHs.

- MeroTpekcat** — B/B Kar. 3a 24 yaca B aau 8, 22, 36 u 50 B mo3e 2000 MT/M? (TmarueHTsI ¢
BIT-OJIJT) unn B noze 5000 mr/m? (maupents ¢ T-OJ1JT)

1/10 oOmeli 103b1, KaK HArPy304YHYIO 103y B/B Karl. 3a 30 MUHYT

9/10 obmeli 10361 B BUAE JUIUTEIHHONW BHYTPUBEHHOM HH(]Yy3uu 3a 23,5 yaca.

- donuuar kamemmsa** — 15 mr/mM®> B/B Ha 42-0if, 48-0ff W S54-bIil Yachl uHpYy3UH
MeToTpekcata** VYBenuueHue KOJIMYECTBA BBEIACHHMM M JI03bI JICHKOBOpMHA B 3aBHUCHUMOCTU OT
KOHILIEHTpPAILIMK METOTpPEeKcaTa B KPOBU

- UaTparekanbHO (METOTpeKcaT**) — B BO3pacTHBIX J03UpoBKax Ha &, 22, 36 u 50-i qHu.

IMporoxou IT

- JlexcameTazon** — 10 mr/m?/cyt per os. Juu ¢ 1-ro mo 21-#. C 22 gHs Tepanuy HAYMHAETCS
CHIDKEHHE JI03bI JIeKCaeTa3oHa 70 MOJHOM OTMEHBI 3a 9 THEei.

- Bunkpuctur** — 1,5 mr/m? (MakcuMasbHas 103a 2 Mr) B/B ¢Tp. Ha 8, 15, 22, u 29-ii nHu.

- Jlokcopyburmu** — 30 mr/m? B/B Karl. 3a 1 yac Ha 8, 15, 22 u 29-if 1eHb Tepanuu.

- Acnaparunasa** — B/B kar. 3a 1 gac B mo3e 10000 En/m®Ha 8, 11, 15 u 18-if neHb.

- uxnopochamun** — B 1oze 1000 Mr/m?, B/B Karl. 3a 1 uac, Ha 36 1eHb.

- Mecna** — 400 mr/m? BHyTpuBeHHO Hepes HHbys3ueil muknodocdamua, a Takxke Ha 4 U 8
Yac MocJje BBeICHUs Ipernapara.

CtpaHuua 46 us 54


http://disuria.ru/

KnuHuyeckne pekomeHgaumm — OcTpbli numdobnacTHbIn nerkos — 2020-2021-2022 (31.01.2023) — YT1BepxaeHbl MuHagpasom PO

- Hutapabun** — B 103e 75 MI/M?/cyT, BBOAUTCSA BHYTPHBEHHO CTpYitHO, B 1Hu 38, 39, 40, 41
u 45, 46, 47, 48 (n1Ba 4-X-THEBHBIX 0JIOKA).

- MepxanTonypua** — B no3ze 60 mr/m%/cyr, per os, ¢ 36 mo 49 nems (Bcero 14 mmeii; 2
Henaenn) [104]

- HatparekanpHo (MeToTpekcar®**) — B BO3pacTHBIX JO3MpPOBKax Ha 38 um 45-i guu. Y
nanueHToB co ctatycoMm [IHC3 nmpoBoauTcst 1Ba AOTOIHUTEIBHBIX BBeIeHUS HA 1 1 18 1eHb.

Tepalmﬂ MAallMEHTOB BBICOKOI'0O pUCKa

Baoxk HR-1

- Jlexcamerazon** — 20 mMr/m?/cyT, per/os; nau 1-5

- Bunkpuctun** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp.; aHU 1 1 6.

- Merotpekcar** — 5000 Mr/m? B/B 3a 24 Yaca B 1eHb 1.

1/10 o61eli 10361, KaK Harpy304HYIO 103y B/B Kail. 3a 30 MUHYT

9/10 oO1elt 10361 B BUAE TUTEIHHOM BHYTPUBEHHOU MH(Y3un 3a 23,5 yaca.

- @onuuar Kampmus** — 15 wmr/m? B/B Ha 42-0if, 48-oif u S54-p1i uwacel HHDY3UH
MeToTpekcara** YBenuueHHe KOJIMYecTBa BBEJICHHWW W O3Bl JISHKOBOpPWHA B 3aBUCHMOCTH OT
KOHIICHTPAIIMU METOTPEKCaTa B KPOBU

- Huknopochamua** — 200 mr/m? B/B KanensHo 3a 1 vac; qHM 2-4. 5 BBEJEHHUI ¢ HHTEPBANOM
B 12 vacoB

- MecHa** — 70 mr/m? BHyTpHBEHHO mepes HHy3Hei nmuknodocdana, a Takxke Ha 4 U 8 gac
MoCIie BBEJICHHSI ITperapara

- Hurapabua™** — 2000 Mr/M? B/B B BHJIE 3-X 4acOBOM nH(Y3UHn Ha 5-i JIeHb. 2 BBEIACHUS C
HWHTEpPBAJIOM B 12 yacoB

- Acnaparunaza** — 25000 En/M? B/B KarenbHO 3a 2 yaca; qHu 6 1 11.

- MWurpartekanpHo (MeTOTpekcaT**, murapaOMH**, NpeaHu30J0H**) — B  BO3PACTHBIX
JIO3UPOBKAX; B 1-i J€Hb.

Jlo3upoBaHue Mpenaparos /UIsi HHATPATEeKAJIbLHON Tepanuu B 3aBHCHMOCTH 0T BO3pacTa:

Bo3pacrt

MeroTpekcat®* (Mmr)

[{utapabun™** (mr)

[Tpeaauzonon™* (mr)

Menee 1 roga

6

20

4

Ot 1 roga no 2 jer 8 30 6
Ot 2 net no 3 jeT 10 30 8
Crapme 3 ner 12 30 10

Biaox HR-2

- Jlexcamerazon** — 20 mr/m?/cyT, per/os; quu 1-5

- Metotpekcat** — 5000 mr/m? B/B 3a 24 yaca B ieHb 1.

1/10 oOmelt 703b1, KaK HArpy304HYIO 7103y B/B KaIl. 3a 30 MUHYT

9/10 oOreit 10361 B BUJE JUIMTENbHONW BHYTpUBEHHOM nHGY3uu 3a 23,5 yaca.

- Qonuuar Kanmeuus** — 15 wmr/mM® B/B Ha 42-0if, 48-oif u S54-pii uyacel uHDY3UH
MeToTpekcara** YBenuueHHe KOJIMYecTBa BBEICHUN M JI03bl JEHKOBOPHMHA B 3aBHCHMOCTH OT
KOHIIEHTpAlluu METOTpeKcaTa B KPOBU

- Acnaparunasa** — 25000 Ex/m? B/B kanesbHo 3a 2 yaca; 1au 6 1 11,

- MHutpatekanbHo (MeTOTpekcaT**, nurapabuH™*, mnpeaHu30J0H**) B BO3PACTHBIX
J03UpoBKax; B 1-it neHb. Y manueHToB co crarycom [IHC3 npoBoauTcst JOMOIHUTENBHOE BBEJICHNE
Ha 5 JICHb.
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- Bunnesun — 3 Mr/m? (MakcuMaibHas pa3oBas 103a 5 Mr) B/B B 1Hu 1 1 6.

- Udbochamua** — 800 Mmr/m® B/B B Teuenue | yaca, quu 2-4. 5 BBEICHUIA ¢ UHTEpBAJIOM B 12
9acoB.

- Mecna** — 400 mr/m? BHyTpuBEeHHO nepen uHdysuei udochamuma, a Taxke Ha 4 u 8 yac
MOCIIe BBEJICHHSI ITperapara.

- JlayropyOumus — 30 mMr/m? B/B Kar. 3a 24 yaca, IeHb 5.

Baox HR-3

- Jlexcamerazon** — 20 mr/m?/cyT, per/os; nau 1-5

- Hurapadbua™** — 2000 MI/M? B/B B BHJIE 3-X 4acOBOI uHpy3un Ha 1-i1 u 2-i 1HU. 4 BBEIEHUS
C UHTEpBaJoM B 12 yacoB

- Acmaparunaza** — 25000 Ex/m? B/B kKamenbHo 3a 2 yaca; 1o 6 m 11.

- Drono3ur** — 100 mMr/M?, gam 3-5, B/B Kar. 3a 1 yac. 5 BBeJIeHHil ¢ HHTEpBAIOM B 12 4acoB.

- HWurparekanpHo (MeToTpekcaT**, nurapabuH™**, npenHU30I0H**) — B BO3pacTHBIX
JIO3UPOBKAX; JEHB 3.

KpanunaiabHoe o0/1yueHue

Pexomenganuu mo jgy4eBoi Tepanuu — CM. paszei 3.2 TaHHBIX PEKOMEHIAIUN.

IMomxnep:xkuBamass Tepanus

[Tonnep:xuBaroiasi Tepanusi HAYMHAETCA Yepe3 2 HeNenu MOCiIe OKOHYAHWST MHTEHCHUBHOM
Teparnuu U MPOJI0JDKACTCS JI0 TOCTHKEHUS 00Ie JmuTeabHoCTH JieueHus 2 roaa (104 nenenn).

- MepxkanTonypur** — 50 Mr/mM2 B IeHb per 0S eXKeITHEBHO

- MetoTpekcaT** — 20 mr/m? per 0s 1 pa3 B Hezelmo.

Jlo3a MepkanronmypuHa** u MetoTpekcara*™* KoOppuUrupyercsi B 3aBUCUMOCTH OT JICHKOIIUTOB
KpPOBH.
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IIpunoxenue B
HNudopmanms 1151 NAUEHTOB

Jleliko3, unn jnelikemMus — 3a0ojeBaHHE KOCTHOTO MO3ra, B OOMXOJI¢ MHOIJIa Ha3hIBAEMOE
"pakoMm kpoBu". Ilpu seiiko3e HapylIeHO HOPMaIbHOE KPOBETBOPEHHE: MTPOU3BOIUTCS M30BITOUHOE
KOJIMYECTBO AHOMAJIBHBIX HE3PENIbIX KJIETOK KPOBH — IMPEAIIECTBEHHUKOB JIEMKOIMTOB. OTH
OnacTHBIC KJIETKH, PAa3MHOXKAsACh M HAKAIUIMBAsACh B KOCTHOM MO3T€, MEMIAIOT BBIPAOOTKE U
(YHKIMOHUPOBAHUIO HOPMAJBHBIX KJIETOK KPOBH, YTO M OOYCIOBIMBAECT OCHOBHBIE CHMIITOMBI
3aboneBanus. KpoMe Toro, 3TH OITyX0JIeBble KJIETKH MOTYT HAaKaIlUIMBATHCS B TMM(OY3i1ax, IEYCHH,
CeJIe3eHKe, IEHTpaJIbHOW HEPBHOM CHCTEME M JPYrMX OpraHax, TaKKe BbI3bIBas IOSBICHUE
crenn(pUIeCKUX CUMIITOMOB.

Octpeiit mum¢poOaactHbii neiiko3 (OJIJI) — camblil pacpocTpaHEeHHBIN BUJ Jieiiko3a y JieTeit
U MOJAPOCTKOB, Ha ero Joito npuxoautcs 75-80% Bcex omyxoseBbIX 3a00JIeBaHUN KPOBETBOPHOU
cuctemsl y neteit (3-4 cimyqast Ha 100 Teicsu neteit B ron). Yamne Bcero OJIJI Bo3HMKaeT B Bo3pacTte
no 14 ner; muk nerckoil 3a00JIeBA€MOCTH IPUXOIUTCS Ha BO3pacT 2-5 jeT. Y MajbuMKOB 3Ta
00JIe3Hb BCTpedaeTcsl yaile, 4yeM y JeBodek. TepmuH "ocTpblil" O3HauaeT OBICTpOE pa3BUTHE
00J1€3HU, B IPOTUBOIOJIOKHOCTh XPOHUYECKOMY JieHKo3y. TepmuH "nmumdoOaacTHbIN" 03HAYaET,
YTO HE3peJble KJIETKH, COCTaBJISIONIME OCHOBY OOJE3HH, fBIsAIOTCA JmMpobIacTaMu, TO €CTh
MPEIIECTBEHHUKAMU JIMM(OIIUTOB.

OJIJI xapakTepu3yeTcss MHOKECTBOM Pa3IMYHBIX IPU3HAKOB U Yy PA3HBIX MAIIUEHTOB MOXKET
MPOSIBIIATBECA TO-pa3HOMY. bBOJBIIMHCTBO HaOMIOJAaeMBIX CHMIITOMOB, OJIHAKO, OOYCIIOBJIEHO
TSDKEIIBIMH ~ HapYIICHWsIMU  KpoBeTBOpeHHs. (OObHO HaOmomaroTcs c¢i1abocTh, OJIETHOCTD,
CHMJKEHHE aIllIeTUTa, IOTeps Beca, yJallleHHOe cepALeOueHue (TaXxuKapaus) — MposIBICHUs aHEMUU
U ONIyXxoJIeBOM  MHTOKcHKanmuu. Hegoctarok — TpoMOOLMTOB — HpPOSIBISAETCS — MEJIKUMHU
KPOBOM3IMSIHUAMHU Ha KOXKE U CIU3UCTBIX 000JIOUKaX, KPOBOTEUEHUSMM U3 JIECEH, HOCOBBIMH U
KHUIIEYHBIMU KPOBOTEUEHHUSMH, KPOBOMIOATEKAMH, CUHAKaMHU. VI3-3a HakoIIeHUs! OJIACTHBIX KJIETOK
4acTO YBEJIMYMBAIOTCA JUMQOY3/Ibl — B YaCTHOCTH, ILIEHHbIE, MOAMBIIIECYHbIE, TaxoBble. Hepeako
YBEJIMYMBAIOTCS TAKXKe MEYeHb M celie3eHKa. J(epUUUT MOJIHOLEHHBIX JIEHKOLUTOB MPUBOIUT K
ocna0IeHNI0 UMMYHHUTETA, Pa3BUBAIOTCS YacTble MH(MEKIUH ¢ BEICOKOH TeMIepaTypoi.

Pacnipoctpansisick o opranusmy, JIeHKeMUYeCKUe KIETKU IPUBOJAAT HE TOJIBKO K H3MEHEHHSIM
B cocTaBe KpoBU. Tak Kak JICHKO3HbIE KJIETKU 3alOJHSIOT KOCTHBIE MOJIOCTU U KOCTHBIH MO3T, TO
HOSIBJIAIOTCS. OOJIM B KOCTSAX M CYCTaBaX, MHOI/Ia BOSHUKAIOT IIATOJIOTHYECKHUE (TO €CTh BbI3BAHHBIE
3aboJeBaHMEM) TepesioMbl KocTell. OnyxoJieBble KIETKH MOTYT CKaIUIMBATHCS B II€YEHH, CEJIC3EHKE
u JIUM(paTHYECKUX y3Jax; MOTyT HaOmropatbcsi O6omu B kuBOoTe. B HekoTopbix ciydasx OJIJI
BBI3bIBAET U3MEHEHUS U B JIPYTHUX OpraHax: Ijasax, Modkax, sSIM4kax y MaJbYMKOB U SUYHUKAX Y
JIeBOYEK, NPUYEM Y MAJIbYMKOB MOpa)K€HHE IOJIOBBIX OpraHoB HaOmromaercs damie. Hepenko
BO3HUKAET NMOPAKEHUE LIEHTPAIbHOIN HEPBHOM CUCTEMbI — HEHpoOIeHKeMHUSI.

Tak kak Bce HabIIOaeMble CUMIITOMBI MOTYT OBITh CBSI3aHBl U C APYTMMH 3a00JI€BAHUSIMU U
He cneuuduunsl s OJIJL, mepen HavanoMm JiedeHUs HeoOXoauma JlabopaTopHasl IMarHOCTHUKA,
KOTOpasi B CPOUHOM IOPSKE IPOU3BOAUTCS B YCIOBHIX MEIULIMHCKON OpraHu3aluu.

ITpu OJIJI BO3HMKAIOT M3MEHEHHs] B OOBIYHOM KIMHMYECKOM aHalu3€ KPOBU: MOTYT OBITh
MOHMXEHbI YPOBHHU 3PUTPOLIUTOB U TPOMOOLMUTOB, MOSIBJIAIOTCS OJACTHBIE KIETKH, MOXKET OBITh
YBEJIMUEHO KOJIMUYECTBO JIeHKOIMTOB. HO /17151 OKOHUATEeIbHON JMAarHOCTUKH HEOOXO0AUMO MOITYYUTh
KJIETKM KOCTHOTO MO3Ta, JUIsl 3TOH Leln HeoOX0[uMa KOCTHOMO3IOBast MyHKITUS.

ITpu Mopdosiornueckom HcciaeI0BaHUU AUArHO3 "OCTphId TMM(OOIACTHBIN JeHK03" CTaBUTCS
npu oOoHapyxeHuH OoJiee 25% O1acTHBIX KJIETOK B KOCTHOM Mo3re. Ho 00s3aTebHO TPON3BOAATCS
0ojiee TOHKHE HCCIEIOBaHMS: LUTOXMMHUYECKOE (OKpallMBaHHE KJIETOK, MO3BoJIgoniee Oolee
TOYHO YCTAHOBUTh UX MpPHUPOIY), LHUTOTEHETHYECKOe (M3ydeHHE CTPOCHUS XPOMOCOM B
JeMKeMUYEeCKHX KJIETKax), HWMMYHO(EHOTHNHpOBaHHE (M3ydyeHHE OENKOBBIX MOJEKYl Ha
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IIOBEPXHOCTU KIJIETOK). Jlemo B TOM, 4TO BaXXHO HE TOJbKO auarHoctupoBats OJIJI, HO u
onpenenuTs KOHKpeTHbIN BapuanT OJIJI. DTo BaxHOE ycinoBHe Uil IJIAHUPOBAHUS TEPAIUH.

Kak ToNbKO JMarHo3 Jeiko3a TMOCTaBJI€H, JUIsl IUIAHUPOBAHUSA Tepanmuud HEoOXO0JIMMO
BBISICHUTB, HACKOJIBKO B IIPOLIECC BOBJIEUEHBI JPYIME€ OpraHbl, KpoMe€ KOCTHOro Mosra. boiee
TOYHYI0O MH(OPMALIUIO TAIOT TaKHE METOABl JHATHOCTHKH KaK YJIbTPa3BYKOBOE M PEHTI'C€HOBCKOE
UCCIIEI0OBAaHUE, MArHUTHO-PE30HAHCHAS U KOMITbIOTEpHAs TOMOrpadus u Jp.

B xonme nmuarnoctuxku OJIJI Takke HEOOXOIMMO HCCIIEIOBATh COCTOSIHUE IIEHTPAIbHOU
HEpBHOW cuCTeMbl. AHAJIU3 CIIMHHOMO3TOBOM JKUJKOCTH (JIMKBOpA) MO3BOJISIET ONPEAEIUTh, HET JI
y HalKeHTa MOpaKeHusl HEHTPaJIbHOW HEPBHOM cucTeMbl — Heliposeiikemuu. O0pa3zen JIMKBOpa Jyis
aHaJIM3a MOJIY4aroT MTOCPEICTBOM MYHKIIMUA CIIMHHOMO3TOBOTO KaHaja (JIroMOaibHas TyHKITHS ).

Ilepen neuennem (M B mpolecce) y peOEHKa TMPOBEPSIOT, Kak paldoTaer cepiie
(anextpokapauorpamma — DKIT u sxokapauorpamma — 29x0KI'). KowmmekcHbie abopaTopHbie
HCCIIEIOBAHUSI MTOMOTaloT OOBEKTUBHO OILIEHHUTh COCTOSIHME peOeHKa M OOHApYKUTh HapyLICHHUS
oOMeHa BelecTB WM PYHKIUNA KaKUX-JTH00 OpraHoB. DTH U3MEHEHUS 00s3aTENIbHO YUNUTHIBAIOTCS
BO BpeMms JiedeHHs. [[j1s1 BO3MOXKHO HEOOXOIMMBIX IMEPEIMBAHUI KPOBU YCTAHABJIMBAIOT TPYIIILY
KpOBU MalMEHTA.

Hentpansroe mecto B jedyeHnn OJUJI 3aHmmaer xumuoTrepanus. Y HEKOTOPBIX INMALMEHTOB
JIOTIOJTHUTENBHO OOJIydaeTcsl LIeHTpaJibHas HEpBHas CUCTeMa W/WIM MPOBOAUTCS TPAHCIUIAHTAIUS
CTBOJIOBBIX KJIeTOK. Llenb jedyeHns — mo BO3MOKHOCTH MOJIHOCTbIO YHUUYTOKUTDH JIEHKEMHUYECKHE
KIEeTKH BO BCeM opraHuzMe. VHTEHCHUBHOCTh M  HPOAOJDKUTEIBHOCTh XUMHOTEpAINHH,
HE0OX0IMMOCTD JIy4eBOM TEparuy U TPAHCIUIAHTAIMH, a TaKXKe MPOTHO3 3aBUCST OT TUIIA JIEHKO3a,
pa3nuyYHbIX (PaKTOPOB U OTBETA HA TEPATHIO.

XUMHOTEpanuss — JTO JICYEHHWE MeIUKaMEHTaMU (IMTOCTATHUKH), KOTOPBIE OJIOKUPYIOT
JICTICHHE KJIETOK WM YOWBAIOT OIyXoJeBble KiIeTkd. Jlist Hambonee 3PQPeKTHBHOTO JeUeHUs
MPUMEHSIOT pa3InYHble KOMOWHAIIMY PEnapaTos.

Cospemennoe neuenue OJIJI ocHOBaHO Ha pa3/elieHMU NAIMEHTOB Ha TPYIIbl PUCKA, OT
KOTOPOil 3aBUCAT MPOrHO3 3a00JIeBaHUS U IUIAHUPYEMOe JieueHHe. Tak, TOBOPAT O CTaHIApPTHOM
pHUCKe, BBICOKOM pucke U T.1. OTHeceHue K TOW WJIM WHOM IpyIIe 3aBUCUT OT MHOTHX (haKTOpPOB.
CoOTBETCTBEHHO, MAIMEHTHI, OTHOCAIIMECS K TpyIaM 0ojiee BHICOKOTO pUcKa (TO €CcTh Te, Y KOTro
W3HAYaIbHBIA MPOTHO3 XYyKe), MOoJydaloT Oojiee MHTEHCHUBHYIO Tepaiuio, a B Ipymmnax Oolee
HU3KOTO PHCKAa MOXHO HCIIOJIb30BaTh MEHEE WHTCHCHBHYIO TEpalvi0 M TEM CaMblM H30eraTh
W3JIUIIHEH TOKCUYHOCTH U TSKENBIX OCII0KHEHUH.

Tepanust OJIJI, kak mpaBUI0, COCTOUT U3 TPEX ITAMOB:

1. UHaykius peMuccun — 3TO HadalbHBIN 3Tal MHTEHCUBHON XMMHOTEPAIIUH, LIEJIb KOTOPOTO
YHUUYTOKUTH 32 KOPOTKOE BpPEeMsI MAaKCUMAJIbHO BO3MOYKHOE YHCIIO JIGHKO3HBIX KIIETOK U JIOCTUYh
pemuccun. JleueHue anuTcs npubIu3MTENnbHO 6-7 Henmenb. [lon pemuccueit monpasymeBaercs
coziepkanue MeHee 5% ONacTHBIX KJIETOK B KOCTHOM MO3Te U OTCYTCTBHE UX B KPOBH B COUETAaHUU
C TMpHU3HAKAMH BOCCTAHOBIICHHS HOPMaJbHOIO KpoBeTBOpeHHs. Ha 3Tom sTame npumeHsoTcs
pa3iIuyYHbIEe TPOTHUBOOIMYXOJEBbIE Mpenaparbl. MHIyKIMsS Mo3BOMSIET TOCTUTHYTh peMuccuu Oolee
yeMm y 95% nereid.

2. KoHconmpanus (3aKkperjieHHe) PEMUCCHHM HampaBieHa Ha YHUYTOXKEHHE OCTAaTOYHBIX
aHOMAaNlbHBIX  ONACTHBIX  KJIETOK BO  u30exkaHue  pernuauBa  3aboneBanus.  OOmias
MPOJOJKUTENIBHOCTh 3TOTO 3Tafna COCTaBIsIET HECKOJIBKO MECSIEB U CHJIBHO 3aBUCUT OT
KOHKPETHOTO MPOTOKOJIA JICYEHUSI.

CymiecTByeT TakKe MOHATHE PEUHIAYKIHMH: 3TO MEPUOAUYECKH IMOBTOPSEMBIE YXKE IOCIe
JOCTH>KEHHS] PEMUCCUU LIUKJIIbI TIOJMXUMHUOTEPANNH, aHATIOTUYHBIE UCTIOJIb3YEMbIM MPU UHAYKLIHH.
Pennaykuust mo3BoJII€T AOMOJHUTEIBHO CHU3UTH UYUCIO JIEHKEMHUYECKHX KJIETOK U TEM CaMbIM
MOBBICUTD "HA/IEKHOCTh'" PEMHUCCHH.

3. TlonnepkuBatomiasi Tepanusi MPOBOJUTCA JUIsl TOJIEPKAHUS PEMHCCHUH, TO €CThb JUIs
JOTIOJIHUTEIBHOTO CHUYKEHHUS pUCKa PEelMIMBa MOCIE 3Tal0B MHAYKIMU U KoHconuaauuu. Ha stom
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oTalc Ha3Ha4YaroTCd HEBBICOKHC J03bl XUMHUOIIPCIIApaToOB. OCoOEHHOCTD 3aKJIIOYaeTCs B TOM, 4YTO
TCparug MpOBOAUTCA MIMTCIBHOC BPEMSA W HCIPCPBIBHO — 0 AOCTHUKCHHA 2 JIeT OT Hayaja
JICUCHHUA.

Ha »sranax MHAYKIMH M KOHCOJUAALMK BBEACHHE XMMHUOTEPANEBTUYECKHUX IIpErapaToB
IIPOU3BOJIUTCS B OCHOBHOM BHYTPHUBEHHO M BHYTPHUMBIIIEUHO, B YCJIOBMSIX CTallMOHapa WM
ITHEBHOTO cramuoHapa. [lommepkuBaromiasi Tepamusi MPEACTaBIsSeT COOOW H3Talm HauMEHee
MHTEHCUBHOTO JIEUEHUs, NIPeObIBaHNE B MEIUIIMHCKOW OpraHu3aliM IpU 3TOM He Tpelyercs (3a
HCKIIFOUEHHEM TIEPHUOJIa PEUHIYKIINMN).

JUia  nedeHus U NpoUIAKTUKA  HEHpoNEWKEeMMM Ha  IEPEUYUCICHHBIX  3Talax
XUMHOIIpenapaTel JOJKHBI BBOJUTHCS WHTPAaTeKalbHO, TO €CTb B CIIMHHOMO3IOBOM KaHai
MIOCPEJCTBOM JTIOMOANBHBIX MyHKIUI. VHOT1a TekapcTBa BBOJAT B XKEITYyIOUYKH (0COOBIE MOJIOCTH)
TOJIOBHOTO MO3ra 4uepe3 CHelualbHbIA pe3epByap OMMalisi, KOTOPBIH YCTaHABIMWBACTCS IO KOXKEH
roJIOBBL. Y HEKOTOPBIX MAIlMEHTOB UCIIOJIb3YETCSl U 00IydEeHHE I0JIOBBI — KpaHHAJIbHOE 00TydeHHE.

B xone neuenus OJIJI MoxeT mNpUMEHSTbCA TpPaHCIUIAHTAlUS KOCTHOIO MO3ra OT
POJICTBEHHOTO WJIM HEPOJCTBEHHOrOo JioHOpa. Ecnum 1o 1uiaHy Jied4eHus MNpeaycMOTpeHa
TpaHCIUIAaHTAIUs, TO €€ MPOBOJAT IOCJE JTOCTHXKEHUs pemuccuu. Kak mpaBuio, TpaHCIUIaHTaLUs
MO0Ka3aHa TOJIbKO MPH BHICOKOM PUCKE, TOCKOJIBKY BEPOSTHOCTh XOPOLIEro OTBETA HA CTAHIAPTHYIO
tepanuto pu OJIJI B cpemHeM BbICOKa, 0COOEHHO Y IETEH.

K coxanenuto, HECMOTpsI Ha BCE NEPEUUCIIEHHBIE MEPBI, MHOT1a BO3HUKaeT peruaus OJUJI —
KOCTHOMO3TOBOM, 3KCTpaMeAYIUISIpHbIN (TO €CTh BHE KOCTHOTO MO3ra — HallpuMep, C MOpaXeHUEM
LEHTPAJILHOW HEPBHON CHCTEMBI WM SIMYEK) WIM KOMOMHHpPOBaHHBINA. B 3TOM cityuae npoBoauTcs
MIPOTUBOPELIUIUBHAS TEPAIIHSL.

Xumuortepanus OJIJI BeicokoahhekTHBHA, HO 3a4aCTYIO TSKEIO TIEPEHOCUTCS U MOXKET OBITh
CBS3aHA C CEpbE3HBIMH MOOOYHBIMU dS(Pdekrtamu. Tak, B Tmporecce JEYCHHUS IOIaBISETCS
KPOBETBOpEHUE M OBIBAIOT HEOOXOOUMBI MEpPEIUBAaHUS KOMIIOHEHTOB JOHOPCKOW KpPOBH —
TPOMOOIIUTOB BO HW30€KaHME KPOBOTECYCHUH TMPU OYEHH HHU3KOM YPOBHE COOCTBEHHBIX
TPOMOOIIUTOB TAIMEHTOB, JSPUTPOIUTOB st OOpbObI ¢ aHemueit. l[lepenuBaHuWs HTOHOPCKHUX
JNEHKOIUTOB (IPaHyJOLMTOB) MPUMEHSIOTCS TOJBKO B PEAKUX CIOydasX TMpu  TAKENIbIX
MH(EKIMOHHBIX OCIOKHEHUSX.

B uyncne moGounbix 3¢ (eKToB XMMHUOTEpAllMd MOXXHO TaKKe Ha3BaTh TOLIHOTY, PBOTY,
BBINIAJICHHE BOJIOC. Y KaXXJOTO M3 LIUTOCTATUKOB €CTh CBOM MobouHble 3 dekThl. Yalle Bcero oHu
BO3HUKAIOT BPEMEHHO, HO MHOTJ]a COIIPOBOXKIAIOT BECH KYPC JICUEHUSI.

Cepne3nass mpoOiema cBsi3aHa C  BO3MOXKHOCTBIO — QJUNIEPTUYECKUX  peakuui Ha
XMUMHOIIpENapaTel, BIUIOTh [0 aHAQWIAKTHYECKOrO IIOKa — >KM3HEYTPOXKAIOIIErO COCTOSHUS,
KOTOPO€ XapaKTEepU3yeTcs OTEKOM, 3aTPyJHEHHEM [IbIXaHUs, CWIbHBIM 3yAOM H T.O. Tak,
CPaBHHUTEIFHO YacTO BCTpEYaeTCs allJIeprusi Ha aclaparuHasy, ¥ MOKeT ObITb HEo0XOAMMO
HCIIOJIb30BAHNUE aHAJIOTOB 3TOTO Mperapara.

[Tockonbky u JIeHKO3 caM 1o cede, U UCHOJb3yeMasl MpU ero JICYCHUH XUMHOTEpanus pe3ko
CHIDKAIOT COMPOTHUBIIIEMOCTh OpraHu3Ma pa3iuyHbIM HHGEKIHUSIM, TO TMalHeHTaM BO BpeMs
nedeHus HeoOxoauMbl 3(pQeKTHBHBIE aHTHOAKTEpUANTbHBIE U MPOTHUBOTPHOKOBLIE JIEKApCTBA IS
MpOQUIAKTUKY U TePANuu MHPEKITUMOHHBIX OCIOKHEHUH.

WntencuBnoe neuenne OJIJI HaknmanplBaeT cepbe3Hble OrpaHUYEHUS Ha 00pa3 KHU3HU
naruenTa. Heo6xoaumo co0maroiaTh ONpesiesIeHHYI0 TMeTY U CTPOTHe TMrHeHUYeckre TpeOoBaHMUs.
Bo u3bexxanne nH(pEKIUil OorpaHMYUBAIOTCS KOHTAKThl C BHEIIHUM MHpoM. [Ipu odeHb HHM3KOM
YPOBHE TPOMOOIIUTOB HENb3sl HE TOJBKO JOMYyCKaTh TPAaBMBbI, HO Jlake, HAlpUMeEp, YUCTHUTh 3YObI
3yOHOM mIeTKOH — uYTOOBl HE CHpPOBOLMPOBATH KpPOBOTEUEHHME M3 JieceH. llocie mocTmxeHus
PEMHCCUU CTPOTOCTh 3TUX OTPAHWYECHUH MOCTENEHHO CHMXKAeTcs. Bpauu u mencecTpbl cooOmaoT
KaKJJOMY MTalIUEHTY, YTO EMY MOXKHO ¥ UTO HEJb3s HA TEKYIIEM dTaIe JICUCHMUS.

be3 neuenust OJUJI mpuBoaAMT K rudeny manueHTa B TEUYCHHE HECKOJIBKUX MECSIEB WM Jaxe
Henenb. OJHAKO HCIIOJIB30BAHUE COBPEMEHHBIX NPOTOKOJIOB JieueHHa naer npu OJIJI ouens
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XOpOIIMI pe3yibTaT: MOXKHO BbUICUUTHh OKOJO 80% mainueHToB nered (HEKOTOpble HCTOYHUKU
MPUBOIAT U OoJiee BEICOKHE TUMPBI — Hampumep, 10 85%).

IIpunoxenune I'

Hogeie, nuznannsie B 2020-2023 rr. u opunmanbHo yrBepkaEHHbIe MuH3apaBoM PO,
KJIMHUYECKUE PEKOMEHIAalUHU (PyKOBOJICTBA, IPOTOKOJIbI JIEUEHUS) — HA HALLIEM CaiTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu rae-to keM-To JaHHBIN TOKYMEHT OBLI paHee pacreyaTaH, JaHHOe n3oo0pakenne QR-koma
ITOMOYKET BaM OBICTPO MEPEHTH MO CCHUIKE ¢ OyMaXXHOW KOITUU — B HEM HaXOAHUTCS 9Ta CChLIKA.
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