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HAIIMOHAJIbHBIA KJIMHUYECKU MPOTOKOJI
JAUATHOCTHUKHU U JIEYEHUSA OCTPOI'O
JUM®POBJACTHOI'O JIEMKO3A.



1. Beoonasa uacmo

Octpsie mumpOoOIaCTHBIE JIEMKO3bI — 3TO TE€TEPOreHHasl TPyIIa KIOHAIbHBIX
3a001€BaHUN CHCTEMbI KPOBH, BO3HHKAIOIIUX BClieCcTBUE MyTanuu B T- uim B-
KJIETKaX MpPEAIIeCTBEHHUIIAX.

Hacrosimue HanimoHanbHbIE KIMHUYeckue npotokoiasl MKb-11 2A70, 2A71,
2A7Z HoBooOpazoBaHus U3 JTUM(POUTHBIX MPEAINISCTBEHHUKOB (OCTPBIN
auM(pOoOIacTHBIN JIeHKo3) pa3paboTaHbl s OOJIBHBIX C JUArHO30M OCTpPBIA
auMpoOIacTHBIN  JIeliK03, TMpeaHa3HaueHa Juisi ucnoib3oBanus B JIITY
(reMaToJIOrMYEeCKUX CTAlIMOHAPAX Pa3IMYHOTO YPOBHS).

1) Mexnynapoanas kinaccudukanus 6onezneit — MKb-10/11 xox (v1):

MKBb-10 MKb-11

Kon HasBanue Kon  HasBanue
C91.0 Ocrtpsrit numpobnacTueiit neiiko3  2A70 HoBooOpazoBanus u3 B-

J'II/IM(i)OI/II[HBIX npeAICCTBCHHHUKOB

C91.5 T-kneTouHbli JIEHKO3 B3POCIbBIX 2A71 HoBoobGpa3oBanue u3
MNpeAIICCTBCHHHUKOB T-JII/IM(l)OI/IZ[HI)IX

KJIICTOK

C91.7 [pyroit yrounenuslii tumbounusiii 2A77Z  HoBooOpa3zoBaHus U3 TUMQOUIHBIX

JICHKO3 MNpeAIICCTBECHHUKOB HCYTOYHCHHLIC

C91.8 3penbiit B-kneTouHbli JIeWK03 THIIA

bepkurra

C91.9 JlumdbounaHbii 1eHKO3

HEYTOYHEHHBII

C83.5 Jlumdobnactaas (nupdy3Hast)

mampoma

https://mkb-10.com/index.php?pid=1504 https://icd.who.int/browse/2025-
01/mms/ru#971902553

2) lata pa3paboTku/mepecMoTrpa nporokoJja: 2025 rox, gata nepecMoTpa Mo mepe
NOSIBJICHUS HOBBIX KJIIOYEBBIX JIOKAa3aTeNbCTB. Bce mompaBku K  IPeICTaBICHHBIM
peKoMeHIausAM Oy IyT OMmyOJIMKOBAHBI B COOTBETCTBYIOIIUX JOKYMEHTAX.

OTBETCTBEHHOE YUYpEXJIECHHE MO pa3padOTKe NaHHOTO KIMHUYECKOTO MPOTOKONA U
crannapra: PecnyOnuKaHCKUN CleNUATH3UPOBAHHBIA HAYYHO-NPAKTHUYECKUNA MEIUIUHCKUAN

ueHtp I'emaronoruu.


https://mkb-10.com/index.php?pid=1504
https://icd.who.int/browse/2025-01/mms/ru%23971902553
https://icd.who.int/browse/2025-01/mms/ru%23971902553

3) Cnincok OCHOBHBIX AaBTOPOB, IONOJTHUTEIBHOI0 KOJJICKTHBA ABTOPOB:
CaunpoB A.b. - 1.M.H., 3aBeyromnuii kadenpoit reMaTonoruu, TpaHcPy3UOIOTHH U
naboparopuoro aena TMA, aqupektop PLIIK M3 PVY3;
Maxamanaauesa I'.3. — k.M.H., raBHbIH remaTosnor Pecny6nuku Y3o6ekucran, PHIIMIT M3
PV3;
MarkapumoBa JI.C. — n.M.H., mpodeccop Kadenpsl TeMaTrojIoruu, TPaHC(HY3UOJIOTUU H
nabopaTopHbIX HayK TMA;
KOnycosa 3. /1. - K.M.H., 3aBelyI0OIIHil oTeseHrneM BTopoit rematosnoruu, PHIIMIT M3 PVY3;
PacyaoBa JI.b. — rnaBHbIi remaTosor AHXMWKaHCKON 065act, MHOrOnpoduIbHbBIN
MEIUIUHCKHUM LIEHTP AHIMKAHCKOI 001acTH;
Beprep U.B. — k.Mm.H., 3am.riaBHoro Bpaya PHIIMIT M3 PV3;
TypcynoBa H.A.- k.M.H., 3aBeayIOIUl oTAeNIeHHEM THEeBHOro npedrpiBanus PHIIMIT M3
PV3;
CyaranoBa Y.A. — k.M.H., Bpad rematosior PHIIMII M3 PV3;
Jlatumosa H.P. — Bpau rematosior PHIIMIII" M3 PV3;
AmpaodxomkaeBa K.K. —Bpau rematonor PHIIMII' M3 PV3;
ITysnarosa H.C. — Bpau remaronor PHIIMIII M3 PV3;
KymabaeBa M.Y. — rnaBubii remaTosior Xope3aMckoit oomactu, MHOTONIPOQUIBHBIN
MEIUIMHCKUI LIEHTp XO0pe3MCKOM 00J1acTu;
®apMaHKyJI0B A.Y. — Bpad reMaTos0r KOHCYJbTaTUBHO-AUArHOCTUYECKOTO OTAECIEHHUS
PHIIMUI M3 PVY3;
Tomremupos ®.P. — Bpau remarosnor, tpancmianrojgor PHIIMIT M3 PV3;
OanumxonoB K.A. — Bpau remarosor, Tpancmiantoior PHIIMIUT M3 PVY3;
Boxoaupos b.b. — Bpau rematonor PHIIMLI M3 PV3;
Opa3zxanos /I.O. — Bpau remaronor otaenenus Tpancmantauuy PHIIMIT M3 PV3;
CanpoB C.C. — neitpoxupypr, HannonansHbIi IeHTp peabUIUTAUN U TPOTE3UPOBAHUS JIUII C
OrpaHUYEHHBIMU BO3MOKHOCTAMU M3 PV3;
Hcemannosa 3.A. — Bpau tpancdysuomor PLIK M3 PV3;
Hoparumosa C.3. — n.M.H., 3aBeayrOlUid 1M OHKOremaToJIorudeckuM otaeneHueM LleHnTpa
JE€TCKOM reMaToJIOruU, OHKOJIOTHH U KIIMHUYECKOM MMMYHOJ0ruun M3 PV 3;
Humonos /I.A. — 1.mM.H., Bpad natosioroanaroM, rinaBubiii Bpau PCHIIMIIOuP M3 PY3;
3axkupoBa M.b. — Bpau kapauosor, PHIIMIIT M3 PVY3;
Mycragaes T.K. — Bpau onkosior PCHIIMIIOuP M3 PVY3;
Kampimesr C.B. — 1.M.H., rnaBabiid oakonor PY3, PCHIIMIOuP M3 PVY3;



4) PeueH3eHTHI:

Hcxako I.JI. — a.M.H., 3aBenyroumi kadeapoil TIeMaTtojorud U TpaHC(Y3HOJIOTUHU
TamkeHTCKOro MeJIMIIMHCKOT0 HHCTHTYTA TMOBBIIIEHUs KBanupukanuu M3 PVY3;

Bapsax Enena AnekcaHapoBHa — 1.M.H. 3aB.0oTa. remarosioruu u xumuorepanuu ['bY3 « I'Kb
Ne52 I3M», mpodeccop kxadenpsl rematonorud MHCTUTYTa KIMHUYECKON MEAMIIMHBI HM.
H.B.Cxnudocosckoro ®I'AOY BO Ilepsriit MI'MY um.CeuenoBa Munsapasa Poccun.

5. KiuuHuueckuil mnpoTOKON paccMOTpeH U yTBepxkAeH YueHbiM CoBeToM
Pecnybnukanckoro CrnenuanusupoBanHoro Hayuno-IIpaktuueckoro Meaununckoro Llentpa
I'emaronoruu PY3 25.04.2025 r., mpotokon Ne4.

[Ipencenarens Yuénoro Cosera — n1.M.H. UcaamoB M.C.

HacTosmmii HauMOHAJIBHBIA KIMHUYECKUH TPOTOKON M CTaHAApPT pa3paboTaHbl MOJ
PYKOBOJCTBOM 3aMECTUTENIsI MMHMCTpa 37paBBoXpaHeHUs bacuTxaHoBoil 3.0, HauaJgbHUKa
yOpaBJI€HHUs MEOUUUHCKOro crpaxoBanus AnmapaonoBa III.LK., HayanpHuka oTAena
pa3paboTKHU U BHEJIPEHUS KIMHUYECKUX MPOTOKOJIOB U crannapToB Hypumosoii I11.P., a Takxke
C OpPraHM3alMOHHOM M INPAKTUYECKOMW IOMOIIBIO IVIaBHOIO crenuanucra oraena JxymaeBoun

I'.T. u Beqywmero crnenunanucra oraena Paxumosoin H.D.
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6) CoxpameHnusi, MCIIOJIb3yeMble B IPOTOKOJIE;

Anno-TI'CK — TpaHcmiaHTaus ajuloOr€HHbIX FTEMONOATUYECKUX CTBOJIOBBIX KIIETOK;
AJIT — ananunamuHOTpaHcepasa;

ACT — acnmapratamuHoTpancdepasa;

AyTto-TI'CK — TpancmianTanus ayTOJIOTHYHBIX TEMONOATUYECKUX CTBOJIOBBIX KIIETOK;
AUTB — akTUBUPOBAaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BPEMSI;

BPB — Ge3penuauBHas BBKUBAEMOCTb;

BO3 xnaccuduxanms — knaccudukanus BceMupHoi oprannzanuu 31paBoOXpaHEHUS;
I-KC® — rpanynonutapHblii KOJOHHECTUMYIUPYIOIMUMA QakTop;

UT — unaykumoHHas tepanus;

NTK — uHrubUTOop TUPO3UHKUHA3HL;

KW — kauHndecKkue nccien0BaHns;

KM — KOCTHBIN MO3T;

KT — xommnberoTepHas Tomorpadusi;

JIb — numdoma bepkurra;

JIBJI — mumdobnacTHas mumpoma;

JIJII' — makTaTtaeruiporeHasa;

MOBb — MuHuManbeHas octaTouHas 00JIE3HB;

HXJI — Hexo1KKMHCKHE TUM(OMBI;

OAK — o0muii (KIIMHUYECKUi1) aHaIu3 KPOBH;

OB — o0m1as BEDKMBAaEMOCTb;

OJI — ocTpslil n€iKO3;

OJIJI — ocTpsiit inumMpOOIaCTHBIN JIEHKO3;

OMUJI — ocTpblil MUEIOUIHBIN JIEHKO3;

OPJIC — octpblil peciupaTOpHBIM AUCTPECC-CUHIPOM;

OT-IILP — nonumepaszHas LenHasi peakius ¢ 00paTHOM TPAHCKPUIILIHEIH;
[IP — monnas pemuccus;

[TL[P — monumepasHas nenHas peakuus;

[I9T/KT — no3uTpOHHO-3MUCCUOHHAs KOMITbIOTEpHAsI TOMOTpadusi;
TI'CK — TpaHcmianTanus reMOrno3TUYECKUX CTBOJIOBBIX KJIETOK;

Y/ — ypoBEHb TOCTOBEPHOCTH J1I0KA3aTEIIbCTB;

V3U — ynbTpa3ByKOBOE UCCIIEOBAHUE;

YVYP — ypoBeHb yOeIuTEIbHOCTH PEKOMEHIAIINIA;

XT — xumuorepanus;

XMJI — XpOHHYECKHI MUETOJIEUKO3;



IIMB — nuromeranoBupyc;

IHHC — nenTpanbHast HEpBHAsI CUCTEMA;

OKT — snekrpokapauorpadus;

9x0KI" — sxokapauorpadusi;

CD — xnactep nuddepeHnnpoBK;

ECOG (Eastern Cooperative Oncology Group status) — mkana OIEHKH COCTOSHUS
IalMEeHTa 10 KpUTepusM BoCTOYHONM KoonepaTMBHOM OHKosiormueckou rpymnmnel EWALL —
EBpomneiickas ucciieoBarenbckas rpymna 1mo u3y4eHUIo ocTporo TuM¢po0IacTHOTO JIEHK03a;

FISH-uccnenoBanue — uccnegoBanue MeTo1oM (hiayopeciieHTHOW rudpuan3anuu in situ

GMALL - Hewmenkas wuccinegoBarenbckas rpynmna IO HM3YYEHUIO  OCTPOro
auMQOoOIaCTHOTO JIEHKO03a;

CRC — AmepukaHcKkasi UCCIIeIOBaTENIbCKas TPYIIa OHKOJIOTHYECKOTO HaAyYHOTO LIEHTpa
umenu M.JI. Aunepcona;

Ph+ OJIJI unu Ph-no3utusneiit OJIJI — octpsiil mumdoOIacTHBIN 1€iK03, TPU KOTOPOM
omnpeneneseTcs TpaHcaokauus t(9;22);

Ph— OJIJI nim Ph-neratusnsiit OJIJI — ocTpblit 1uMQOOIaCTHBIN JIEWK03, TPH KOTOPOM
He oOHapyKuBaeTcs TpaHcnokauus t(9;22);

TdT —TepMuHanbHasi 1€30KCUHYKICOTUIUATPAaHC(eEpasa;

** — )KU3HEHHO HEOOXOMMBIE U BKHEUIITNE JICKAPCTBEHHBIC MPETapaThl;

# — mpemapar, MPUMEHSIOIUNCS HE B COOTBETCTBUHU C MOKA3aHUSAMHU K MPUMEHCHUIO H
MPOTHUBOIOKA3aHUSAMHU, CIIOCOOAMH MPUMEHEHHS U J03aMH, COJICPKAIUMUCS B MHCTPYKLUHU 10
MIPUMEHEHHUIO JIGKapCTBEHHOTO Tpemnapara (o d-yeitdn).

7) Ilosb30BaTe/ 1M MPOTOKOJIA 110 JAHHOW HO30JI0THH:

® BpaYH-TeMaTOJIOTH,

® BpauM-OHKOJIOTH;

® BpauM-TEPAIEBTHI;

® BpaYH-aKyIICPBI-THHEKOJIOTH;

® BpauyN-aHECTE3HOJIOTU-PEAHNMATOJIOTH;
® Bpauyu-KIIMHUYECKUE (PapMaKOJIOTH.

8) KaTteropusi manyMeHTOB B JAHHOH HO30JIOTMH: B3POCIbIC TMAIUEHTHI C OCTPHIM
TuM(OoOIACTHBIM JICHKO30M.

9) IlIxaJia ypoOBHSI 10KA3aTEJIbHOCTH, HA OCHOBE J0KA3aTeJbHOI MeIUIUHBI.

YYP Pacuugposka
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CunbHass pexkoMmeHmanus (Bce paccMaTpuBaemble Kpurepuu 3(pQexTuBHOCTH
(McXompl) SBISIFOTCS BaXHBIMH, BCE HCCIEOBAHUS WMMEIOT BBICOKOE WIIH
YIIOBIIETBOPUTEIFHOE  METOJOJOTMYECKOEe  KAueCTBO, WX  BBIBOABI IO

HHTCPECYIOIIUM UCXOHAaM SABJISAIOTCSA COFJ'IaCOBaHHBIMI/I)

VYcnoBHas pekoMeHJaIus (He BCe paccMaTpuBaeMble KpUTepuH 3()(eKTUBHOCTH
(Mcxompl) SBISIFOTCS BaXHBIMU, HE BCE HCCIIEJJOBAHMS MMEIOT BBICOKOE HWIIU
YIIOBJICTBOPUTEIILHOE METOAOJIOTHYEeCKOe KAadeCTBO W/MIUM WX BBIBOJBI TIO

MHTEPECYIOIIUM UCX0aM HE SBJISIOTCS COTJIACOBAHHBIMHU )

Cnabast pekoMeHAanus (OTCYTCTBUE OKA3aTENbCTB HAJJIEKAIIEro KayecTBa (Bce
paccMmarpuBaeMbie KpUTEpUU IPGEKTUBHOCTH (MCXOJIbI) SIBIISIOTCS HEBAKHBIMH,
BCE MCCJIEOBAHUS UMEIOT HU3KOE METOJO0JIOTHYECKOE Ka4Ye€CTBO M MX BBIBOJBI IO

HHTCPECYIOIINUM UCXOAaM HE ABJISIFOTCSA COI‘J'IaCOBaHHLIMI/I)

Hlkana ouenku YA/ aasa MeToaoB NpPoOPMIAKTHKH, JieYeHUs] H peadHIuTAIUMN

(l'lpO(l)I/IJIaKTH‘leCKHX, J'[e‘leﬁHle, peaﬁI/IJ'[I/ITaIIHOHHLIX BMeIlIaTeJIbCTB)

Y/ | Pacuugposka

1 Cucremaruueckuit 0630p pangomusupoBanHbeix KU ¢ mpuMeHeHnem metaaHanusa

2 OtnenbHble pangoMuspoBanHbie KM u cuctemarnueckne 0030pbl UCCIIEIOBAHMMA JTHOO0TO
JM3aiHa, 3a UCKII0YeHUuEM paHaoMusupoBanubix KU, ¢ npuMeHeHneM Metaananusa

3 HepannoMusupoBaHHble CpaBHUTEIBHBIE HCCIEIOBAHMS, B TOM 4YHUCJIE KOTOPTHBIE
UCCIeIOBaHUS

4 HecpaBHuTenbHble HCCIIEI0BAHNS, OMMMCAHUE KIIMHUYECKOTO CIIy4as WM CEpUM CIIy4yaes,
HCCIIEIOBAHUS «CIly4all — KOHTPOJIb

5 Nmeercs numib 00OCHOBaHWE MEXaHHM3Ma JCHCTBUS BMEIIATEILCTBA (IJOKIMHHUYECCKUE

I/ICCJIGLIOBaHI/Iﬂ) HJIKM MHCHHUC SKCIICPTOB

2. Ocnoenan uacme.
2.1. Tepmunwt u onpedenenusn

Octpble JaumdoOaacTHBIe JelKO03bl — 3TO TIEeTepOoreHHas Trpynna KIOHAJIbHbIX

3a00J1€BaHUI CHUCTEMBI KpOBH, BO3HHUKAIOIINUX BCJICACTBUC MYTAallUU B T- nau B-knerkax

NpeAICCTBCHHUIIAX.

Ph-HeratuBHble ocTpble JUM(OOIACTHBIE JIEHKO3bI — ATO TpyMma, 00bEAUHSIONIAS

HECKOJIBKO TMOJTHUIIOB OCTPHIX JTUM(OOIACTHBIX JIGHKO30B, MPHU KOTOPBIX HE OOHAPYKHBACTCS

dunanensduiickas xpomocoma (Ph-t(9;22)). B Hee BritodeHb! Bce B-kiieTounsie n T-kieToUHbIE

ocTpble JIMMGOOIACTHBIC JIEHKO3bI U TUM(OOIACTHBIC TUM(OMBI.
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Ph-no3utuBHbIil  ocTpblii  JUMGOOJACTHBIN JIeiiK03 — 53TO BapUaHT OCTPOIO
aumdoOIacTHOrO JieKo3a, NpU KOTOPOM METOJIOM CTaHIApTHOTO IIMTOT€HETUYECKOIrO
uccnenoBanus (G-banding) ninm meronom FISH onpenensiercst Tpancnokanus t (9;22). Jlnaraos
Ph-nmo3utrBHOTO OCTpOTO IMM(POOIACTHOTO JIEHKO03a HE MOKET OBITHh OCHOBAH TOJILKO Ha METOJIE
MOJICKYJISIPHOM JETEKIIMU XUMEPHOT'0 TPAHCKPHUIITA.

Jleiikoz/nmum¢poma Bepkurra — 3TO BbICOKOarpeccuBHoe JuMdonpoaudepaTuBHOE
3a00JIeBaHNE U3 MMMYHOJIOTUYECKHU 3PEJIBbIX B-KJIETOK ¢ MperMyIIeCTBEHHO 3KCTPaHOAaIbHOU
nokanu3anueid. KiuHudeckn BBIAENSIOT 3 BapuaHTta JTUMQOMBI bepkutra: 3>HIEMHUYECKHH,
criopaguyeckuii 1 BUY-acconimupoBaHHbIN.

Hurorenernveckoe wiaum FISH (Meroa ¢uiyopecueHTHOM ruOpuam3anuu in situ)
UCCIIEIOBaHMS SIBIISIFOTCSL  00s3aTelbHBIMU. MeETOAOM IOJIMMEPAa3sHOW LEMHOM peakuuu
OIpeeNieTCss BapUaHT XUMEPHOIO TPAHCKPUIITA, KOTOPbIM B JaJbHEWUIIEM HCIONb3YyeTCs AJIs
MOHHMTOPHUHIa MUHUMAJILHOM OCTaTOYHOM OOJIE3HHU.

IlosiHasi peMuccHsi — 3TO COCTOSIHUE KPOBETBOPHOM TKaHH, MPU KOTOPOM B IyHKTATe
KOCTHOIO Mo3ra oOHapyxuBaeTcsi 5% U MeHee OJIaCTHBIX KJIETOK IpU HOPMalbHOM
COOTHOIIIEHUH BCEX POCTKOB KPOBETBOPEHUS, IIPU KOJIMUECTBE HEUTPOPHIIOB B niepudepruueckon
kpoBu Gonee 1,0 x 10°/1, npu KomuuecTBe TpoMOOLUTOB Gosee mnu pasaoM 100 x 10%m, nmpu
OTCYTCTBHHM  OJKCTpaMEAyJUIAPHBIX ~ O4yaroB  Jeikemuueckoro  pocra.  Koncraranus
MOpP(OJIOTHYECKA  TIOJIHOM  peMHUCCHHM  (COOTBETCTBEHHO,  OIICHKA  PE3WCTCHTHOCTH)
OCYIIECTBIISICTCS JINOO TOCIe TIepBOi (pa3bl MHAYKIIMOHHOW Teparuu, JIM0o mociie BTopoi. [Ipu
OTCYTCTBHM TIOJTHOW PEMHUCCHHM TIOCTE 3aBEpIICHUS JBYX OJTaloOB HMHIYKIIMOHHON Tepanuu
peructpupyerca pedpakrepHas (opma octporo numdoOmacTHoOro Jeikosza. B arToil cBs3u
HEOOXOIMMO TMOMYEPKHYTh, YTO y psAda MAlUMEHTOB TIOCIE 3aBEpIICHHUS BTOPOH (asbl
WHIYKIIMOHHOW Tepanuu Ha ()OHE BOCCTAHOBICHHS KPOBETBOPEHHS IOCIE HUTOCTATUYECKOTO
BO3/ICIICTBUSL B paHHUE CPOKU IOCJIE €ro 3aBEpIICHUsS MOXKET OIPEAETSAThCS yBEIUYCHHBIN
npoueHT OnacTHIX KieTok (10 10—12 %). B sTom ciiydae (0coOOEHHO eclii MOJHAs PEeMHUCCHUs
Obl1a 3aUKCHpOBaHA IOCIE TepBOM (a3bl MHIYKIIMOHHOW Teparvu) depe3 Hemenro Ha QoHe
BOCCTAHOBJIEHHOI'O KPOBETBOPEHMSI LI€J€CO00pa3HO BBIIOJHUTH IOBTOPHYIO CTEPHAJIBHYIO
MYHKIIHIO.

[Tonnas pemwuccus moapaslensieTcs Ha TPU OCHOBHBIX THIA: 1) HUTOreHeTHUYecKas, 2)
MOJIEKYJISIpHAsi, 3) C HEMOJIHBIM BOCCTAHOBJIEHUEM ITOKa3aTesel nepudepruyeckoil KpoBH, Kormaa
yucio Helitpoduios menee 1 x 10%11, a pomGormroB menee 10 x 10%/1. ITocnenuss KaTeropus
OTOBapUBAETCS CIIELUATIBHO, IOCKOJIbKY, MO pSAAYy [aHHBIX, MPOTHO3 y TaKUX MaIMeHTOB

HECKOJIBKO XYIKC. HpI/I 9TOM 3KCIHCPThl HE PECKOMCHAYIOT KOHCTATHPOBATH Yy TAKUX IMALIUCHTOB
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MOJIHYIO peMHuccHuio. TeM He MeHee BHE KIIMHUYECKHUX MCCIIeOBaHMi 3Ty (OpMyITHPOBKY OTBETa
MPUMEHSIOT PEIKO.

YacruyHasg peMuccusi (YaCTHYHBIA OTBET) — OJTOT TEPMUH PEKOMEHAYIOT
UCIIOJIb30BaTh TOJBKO B  KIMHUYEeCKUX HuccienoBaHusix [-II  das3pl, oneHuBarommx
MPOTUBOOITYXO0JIEBYIO 3(h()EKTUBHOCTh, TOKCUYHOCTh, MEPEHOCHMMOCTh HOBBIX MpENapaToB U
ONpPEENAOIINX ONTUMAIIbHBIE JO3bI 3TUX IIPENapaToB.

Pe3ucrentHas ¢opma — sta dopma 3aboneBaHHSA, KOTOpas KOHCTATUPYETCS NpU
OTCYTCTBHUH ITOJTHOW PEMHUCCHH TIOCTIE 3aBEPIIEHUS IBYX (a3 MHIYKIIMOHHOHN Teparuu.

Panusisi cMepTh — 3TO CMEpTh MAIlMEHTa B MEPUOJl UHAYKIIMOHHON Tepanuu (IByX (a3
WHAYKIHUU 715 OCTPBIX TUMGOOIACTHBIX JIeHiK030B). ClieyeT MoAYepKHYTh, YTO 3TOT KpUTEPUI
SBIISIETCS 0000IAIOIIMM U1l TOHATHUSI THOENIM MAIMeHTa B Mpolecce WHAYKIIMOHHOW Teparuu.
Yamie HCMONB3YIOT TEPMUH «CMEPTh B TEPHOJ] HHIYKIMH», YTO Oo0Jiee YEeTKO OTpakaer
CUTYallMI0, TOCKOJBbKY B psiie CllydaeB CMEpTh MAI[MeHTa NPOUCXOIUT Ha BTOpOH asze
WHAYKIIMOHHOM Tepanuu, IpU 3TOM y HHUX OblIa 3aperiucTpupOBaHa MOJIHAS PEMUCCHUS IOCIe
nepBoit (pa3pl MHAYKIMOHHON Tepanuu. B 3THX ciydasix cMepTh pacCMaTpPHBAIOT KaK CMEPTh B
KOHCOJIMJIALIMK WJIA CMEPTh TIOCIIE JOCTHKEHMSI IIOJTHOM PEMUCCHH.

PeuuauB — 3TO COCTOSIHME KOHCTaTHPYETCA MPU OOHAPYKEHHH B IYHKTAaTe€ KOCTHOTO
mo3ra Oonee 5 % OmacTHbIX KJIeTOK. PeruauB 3a0oiieBaHUS HE KOHCTATUPYETCS MpHU
OOHapy)KEHUH B OUYEPETHOM KOHTPOJIBHOM ITyHKTaTe KOCTHOro Mo3ra Oonee 5 % OIacTHBIX
KJeTok, Ho MeHee 10 %, B Tex ciyyasx, KOrja IyHKLIMsS KOCTHOI'O MO3ra MpPOU3BOAMTCSA B
paHHUE CPOKHU MOCIEe Kypca XUMHOTEpPANuu WM MCHOJIb30BAIIUCh POCTOBBIE FE€MOMOITUYECKHE
(dakTopbl C LEIbI0 COKpAIlleHUs MepuoJa HEUTPOIEHUH, MPH ITOM aHaIu3 nepudepruuecKoi
KpPOBHM HOPMAaJIbHBIM U OTCYTCTBYIOT 3KCTpaMeAyJUIIpHbIE ITopaxkeHus. BTopas nuarnocrtuyeckas
IOYHKIUS ocymiecTBisercs uepe3 7—10 nuelt mocne mnepBoil. Eciu coxpaHsieTcss MpOLEHT
OJIacTHBIX KJIETOK BBIIIE 5 WM OTMEUYaeTCs MX yBeiaudeHue (Hampumep, ¢ 7 ao 13 %), to
KOHCTaTHUPYETCs PELUJIUB.

Panuuii penmaumB — sta ¢opmMa peuuAMBa HA3BIBACTCSI B TOM Ciydae, €CIId OH
PErUCTPUPYETCS paHbIE, 4YeM Yepe3 IOArofga OT MOMEHTAa OKOHYAHMs IOJACPKUBAKOLICH
Tepanuy WU Ha TEpaluM Mocie JOCTHKEHHsS pemuccud. [lo3aHum cuMTaercss TOT peuuiuB,
KOTOpBIM BO3HMKAaeT dYepe3 Mmoiroaa u Ooyiee OT OKOHYAHHUS MOJAJIEP)KUBAIOILICH Teparuu.
PeunuBoM Takke SIBISETCS M BHEKOCTHOMO3TOBOE MOpakeHUe (HEeUpoJieHKeMusi, MopakxeHNe
SIMYEK, YBEJIINUCHHUE CEJIE3€HKH U T. J.) AaKe IPU OTCYTCTBUU M3MEHEHUH B KPOBU M KOCTHOM
Mo3re. BHEKOCTHOMO3TOBbIE peluANBEI (0COOCHHO MOPAKEHHUE LIEHTPATLHON HEPBHOM CUCTEMBI)
MIPU UCTOJIb30BAHUU COBPEMEHHBIX MPOTOKOJIOB JICUEHUSI BCTPEUAIOTCS MPHUOIU3UTENBHO B 4—

8 % cnyuaeB. Ecnu kKoHCTaTHPOBaH M30JIMPOBAHHBIN BHEKOCTHOMO3TOBOUW pELUIUB, TO, KpOME
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JIOKaJIbHOW Tepanuu (JeYeHue HeuposeHKkeMu, oOIydeHue/yjaleHne SUYKa, yaajlceHue
JCWKEMHYECKOro ouara B SHUYHHKE W T. J.), OOS3aTelIbHO TMPOBEACHHE U CHCTEMHOM
I/IHZ[YKIII/IOHHOﬁ TCpaIinuu 1o MpoToKOoJIaM, NPpCAYCMOTPCHHBLIM JIS1 TAKUX PCOUANBOB.

MuHUMAaJbLHASA O0CTATOYHAsI (00J1e3Hb, HJIH MUHUMAJILHASI pe3uayajibHas 00Jie3Hb —
9TO HEOOJIbINAS MOMYJISAIMS OMyXOJIEBbIX KICTOK, KOTOpas HE MOXXET ObITh 3a()UKCHpOBAHA C
MIOMOIIPIO  CBETOBOIO MHKpPOCKOIA, HO OOHAapyXHWBaeTCcs 0Oojiee TOHKUMH METOJaMH
MCCIIEIOBaHMS, BRIABISIOMMME | NelikeMuueckyro kietky Ha 1046 uccnemyempix. OCHOBHBIME
METOAAMHU OCTCKIUU MHUHHUMAJILHON OCTATOYHOU 6OJI€3HI/I SABJIAIOTCA IPOTOYHASA HUTOMCTPHA U
nojiMMepasHas IerHas peakius. MeToabl CTaHIapTHOTO IIUTOTCHETHYECKOTO HCCIICIOBAHUS H
metoa FISH He ucronb3yroTes B HessX OllEHKH MHHUMAJIBHOM OCTaTOYHOMN 0O0JIC3HU.

llnToreHeTHYecKasi peMHCCHsI — 3TO TOJHAs KIMHHUKO-TEMATOJOrMUYECKasi PEMHUCCHS,
Inpu 35TOM MCETOAAMU CTaHI[apTHOI\/JI OUTOI'CHETUKN HE BBIIBIAKOTCA HNCXOAHBIEC aHOMAJINN
KapUOTHUIIa; KAPHUOTHIT TODKEH ObITh HOPMAJbHBIM, & YHCJIO MPOAHAIN3UPOBAHHBIX MeTadas
JIOIDKHO coctaBisaTh He wMeHee 20. I[uToreHernyeckass peMHCCHS — HOBOE IMOHSATHE,
IMOABHUBILICECA IIPU PETYIAPHOM HCIIOJIIB30BAHMKUM MCETOAOB HUTOTCHCTUKH JIA I/ICCJ'IGI[OBaHI/If/'I
MYHKTATOB KOCTHOTO MO3T'a B TICPHO/T MIOJTHOW PEMHUCCHH.

LluToreHeTHYECKUd PEIUIUB — 3TO PEIUANB, KOTOPbIA KOHCTATUPYETCS MPU HATUIUN
B IIYHKTaTe€ KOCTHOI'O MO3ra MUTO30B C XPOMOCOMHBIMU abepparusiMu, KOTOPbIe 0OHAPYKCHBI B
nebroTe 3a00s1eBaHus Ha (POHE COXPAHSIONICHCS KIIMHUKO-TEMAaTOJIOTUYECKON PEMHUCCHH.

MOJ]eKyJ]ﬂpHaﬂ PEMHUCCUSA — OTO IMOJIHAA KIMHUKO-IEMATOJIOTHUYCCKAasA PEMHUCCUA IIPHU
OTCYTCTBUU B KOCTHOM MO3T€ HCXOJHO OMPEACISBIIMXCS METOJOM IOJMMEPa3HOH IEmHOM
peaKkuK MOJIEKYJISAPHBIX MapKEPOB OCTPOTrO JIEHKO3a ¢ 4yBCTBUTENLHOCTHIO MeTona 104, Dr1o
TAKKXC HOBOC MMOHATUC, CTABIICC B HACTOAIICC BPEMS KIIHOUCBBIM. CJIGZ[yeT OTMETHUTD, UTO MOXET
OBITH AOCTUTHYTa HUTOTCHCTUYCCKAsA PEMUCCHA, HO IIPHU 3TOM MOJICKYJIAPHBIC MApKCPbl MOI'YT
elle OMPEIeNIATHCA.

MoJieKyJISPHBINH pelHIuB — 5TO MOSBICHUE UCXOIHO OMPEACIABIIMXCS MOJICKYIISIPHBIX
MapKepoB OCTpPbIX JIEHKO30B B JBYX IIOBTOPHBIX aHaiau3ax (MPOBEAECHHBIX C KOPOTKUM
UHTEPBAJIOM BpPEMEHH) Ha (OHE COXPAHSIOMIEHCS KIMHUKO-TE€MATOJOTHUYECKOW PEMHUCCHH.
BaXHbIM M OJHUM H3 CaMbIX TOYHBIX CIIOCOOOB OIEHKH 3(P(HEKTUBHOCTH TEPAIUH OCTPHIX
JIEWKO30B  SIBJISIFOTCS  [PUMCHEHHE CTAaTUCTHYECKUX METOJOB U  IOCTPOCHHE KPUBBIX
BbDKMBACMOCTH IMAOMUCHTOB, KOTOPBLIM IIPOBOAWIM TO MWW HWHOC JICUCHHUC. ‘-Iame BCCTO
OLICHUBAIOT O0OIIyl0, OE3pelUJANBHYI0, OCCCOOBITHIHYIO BBDKMBAEMOCTh U BEPOSTHOCTH
COXpaHEHHsI OJTHOW PEeMHUCCHH (MITH 00paTHOE MOHATHE — BEPOSITHOCTH PA3BUTHS PEIIU/IHBA).

OO01masi BBKMBAEeMOCTb. J[J1s1 OIIEHKH 001Ieii BBDKMBAEMOCTH aHAIU3UPYIOT BPEMEHHbBIC

napamMeTpbl BCEX MALMCHTOB, BKJIIOYCHHBIX B HWCCIICAOBAHUC. Toukoi oTcueTa SBISCTCS JCHb
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Havana tepanuu. CoObITHEM CUMUTAETCS TOJIBKO CMEPTh MAlMEeHTa OT JIF0OO0N MPUYUHBI (paHHssA
JETalbHOCTh, CMEPTh B MEPUOJ PEMUCCUU OT JI000W MPUYHHBI, CMEPTh B MEPUOJ PELUINBA).
CoObITHe Ha KpUBOHM BBDKMBAEMOCTH TpadHUUecKd OTOOpa)kaeTcsi CTYNEHBKOW, MIIyHIeH BHM3.
[TanneHTOB, )KUBBIX BO BpEeMs IPOBEJICHUs aHAIN3A, PACLICHUBAIOT KAK CIIy4ail 1 OTMEYarT Ha
KpUBOM 4epTOYKOW, T. €. IeH3ypupyrorT. llamueHTtoB, cyapba KOTOPBIX HEU3BECTHA,
[EH3YPUPYIOT B TOT MOMEHT, KOTJ]a ObLIIO H3BECTHO, YTO OHU KUBBL. BOIBHBIX, OTKA3aBIIUXCS OT
JICYECHMS, LICH3YPUPYIOT B IEHb OTKAa3a OT TEPaIuy.

Be3penunuBHasi BbIKHBaeMocTb. [Ipu oreHke Oe3peUANBHON BBIKHBAEMOCTH
YVUUTHIBAIOT JaHHBIE TOJBKO TEX MAIIMEHTOB, Y KOTOPBIX ObLIa JOCTUTHYTA MOJHAs PEMHCCHA.
Toukoli oTcuera cuuTaeTcsl gaTa JOCTHIKEHHUS MONHON pemuccuu. COOBITUSMHU CUHUTAIOTCS
peLUaAMB WIM CMEPTh OT JII00OM MpUYUHBI (B NEPUOJ KOHCOJIUAALMU WU IMOJAJIEPKUBAIOIIETO
J€YeHUs, OT pPELUM]UBA, B IEPUOJA PEMHUCCUM OT JAPYrod MNPUYMHBI, HAIPUMEp, CYULUIA).
L{eH3ypUpYIOT TOIBKO T€X MAI[UEHTOB, KOTOPBIE OBLIN KUBBI U HAXOMINUCH B MOJTHON PEMUCCUU
B MOMEHT IPOBEJICHUs aHalu3a. bombHBIX, Cy/b0a KOTOPHIX HEM3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KOT/1a ObLI0O M3BECTHO, YTO OHU JKUBBI B MOJHON pemuccuH. lanmeHToB, y KOTOPBIX
ObL1a TOCTUTHYTA IOJIHASL PEMUCCHS, HO OHU OTKAa3aJIMCh OT JICYEHUSI B PEMUCCUH, LIEH3YPUPYIOT
B JIEHb OTKa3a OT TEpaIUHu.

BeposiTHOCTBH cOXpaHeHMsI NOJTHOM peMuccUu (00paTHOE OT BEPOSITHOCTH PA3BUTHSA
peunauBa). IIpu oneHKe BEpOATHOCTH COXPAHEHUS IOJHOM PEMHUCCHM YYMTBIBAKOTCS JAAHHBIC
TOJIBKO T€X MAIMEHTOB, Yy KOTOPBIX JOCTUIHYTa MOJHas peMuccus. lIpu 3ToM TOUkOM oTCUeTa
CIy’)KHT JaTa JOCTHXEHHs TOoNHOW pemuccuu. COOBITHEM CUUTAETCSI TOJBKO PELUIUB
3a0oneBanus. lleH3ypHpylOT Bcex OONBHBIX, KTO JXMB B IOJHOM pPEMHUCCHU B MOMEHT
MpoOBeJIcHUS aHanu3a. llanuMeHTel, ymepmime B MEPHOJ TNOJHOW PEMUCCHM OT OCIJIOXKHEHHI,
CBSI3aHHBIX C JICUCHHEM, WM OT APYTUX MPHYUH, HEH3YPUPYIOT B JIEHb CMEPTH, KaK OOJBHBIX,
HAXOAMBIIMXCS B MOJHON pemuccud. [lanmeHToB, cyap0a KOTOPHIX HEU3BECTHA, LIEH3YPUPYIOT
Ha TOT MOMEHT, KOrja ObUIO M3BECTHO, YTO OHM JKMBBI B MOJHON pemuccuu. [larueHToB, y
KOTOpBIX ObLIa JIOCTUTHYTa IOJIHAs PEMHUCCHS M KOTOpbIE OTKA3aJUCh OT JICUEHUS B MEPUOJ
PEMHCCHH, LEH3YPUPYIOT B JI€Hb OTKa3a OT Tepanuu. BepoATHOCTh COXpaHEHUs IOJHOHN
peMuccUU  SBISETCA TEM II0Ka3aTeleM, KOTOPbId IO3BOJSET OLEHHUBATh HCTUHHYIO
MPOTUBOOITYXO0JIEBYIO 3(P(PEKTUBHOCTh KaKOW-TMO0 Tepamuu 0e3 ydeTa TakuX CYOBEKTHBHBIX
MOMEHTOB, KaK BbIXa)KUBAHHE ITAIIMEHTOB OT OCJIO)KHEHUH, CBA3AHHBIX C CAMHUM JICUCHHUEM.

BeccoObiTHiiHAsI BBIZKMBAeMOCTb. JTOT I0KAa3aTellb OLIEHWBAET BBIKUBAEMOCTb BCEX
OOJIbHBIX, BKIIOUEHHBIX B aHAJINW3, C MOMEHTa Havana Tepanuu. COObITHEM CUMTAETCS paHHssA
JETaNbHOCTh, ()aKT HEJAOCTHXKEHUS TMOJIHOM PEeMHCCHM Yepe3 JBa Mecslla OT Havala JICYCHHs,

CMEPTh B IIEPUOJ PEMHUCCUU OT OCJIOKHEHMM XUMHOTEPANMM WU JIPYTUX IPUYUH, a TaKkKe
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penuauB 3a0oseBaHus. LIeH3ypupyIOT TOJIBKO MAIMEHTOB, Y KOTOPBIX ObLjIa JOCTUTHYTA MOJIHAS
peMruccHs B TEUEHUE MEPBBIX JBYX KYPCOB XUMHUOTEPAINUU, U OHH OCTAIOTCS KUBBIMH, COXPaHSs
MOJIHYIO PEMUCCHIO, HA MOMEHT IPOBE/ICHUS aHAIN3A.

Nupykuuss — 53TO 1epuoj HAa4yaJlbHOIO JIEYEHMS, LEJIbI0 KOTOPOTO SIBISIETCA
MaKCHMaJbHO OBICTPOE U CYIIECTBEHHOE COKpAIlleHHWE OIYXOJEBOM MacChl M JIOCTH)KEHUE
MOJIHOM PEMHCCUU, HA3BIBAETCS MEPHOJOM HHAYKUUU (00bruHO 1-2 kypca). IMEHHO B 3TOT
nepuo/ Ha (JOHE MPUMEHEHHSI [IUTOCTATHUECKUX CPEJICTB KOJIMIECTBO JICHKEMHUYECKUX KIIETOK B
KOCTHOM MO3re yMeHblnaercss npuMmepHo B 100 pa3, T. €. B MOMEHT KOHCTATallMu MOJHOU
pPEMHCCHH B KOCTHOM MO3T€ MOP(OIOTHYECKH Ompenensercs MeHee 5 % OmyXoJeBbIX KIETOK.

Konconupanus. Bropoii atan Tepanuu ocTpbIX JEHKO30B — 3aKpeIjIeHHe JOCTUTHYTOTO
IPOTHBOOITYX0JIEBOTO 3(PdeKTa (pa3Hoe KOJIMUECTBO, B 3aBUCHMOCTH OT MPOTOKOJA). 3anaven
ATOro NEepUoAa SIBISETCS MO BO3MOXKHOCTH elle OOJIbLIee YMEHBIICHHWE 4YMCa OCTAOLINXCS
nociie MHIAYKIUHU JIEGHKEMHUUECKUX KIETOK.

IMopnep:xxuBaloiee JeyeHHe — 3TO MPOJOJDKEHHE IUTOCTATUYECKOTO BO3ICHCTBUS B
MEHBIIMX J103aX, YEM B MEPHUOJ UHIYKIMU PEMHUCCHH, HA BO3MOYKHO OCTAIOIIUNCS OIyXOJIEBBIN
KJIOH.

[MannuaTuBHAsi Tepamusi - 5TO pa3/eld MEAUILMHBL, 33Ja4yaMu KOTOPOTO SIBISIETCA
HCIIOJIb30BaHNE METOJOB U JIOCTH)KEHUH COBPEMEHHOW MEAMIIMHCKOW HAyKH JUIsl MPOBEIEHUs
Je4eOHBIX TMPOLEIyp UM MAHUIYJSLMNA, NPU3BAHHBIX OOJIETYUTH COCTOSIHME OOJIBHOTO, KOTraa
BO3MOXXHOCTH PaJMKAJIBHOTO JIEYEHUsI YK€ McUepliaHbl (HaJJIMaTUBHBIE ONEpalMK 10 MOBOAY
HeorepabenpHOr0 paka, o0e30onMBaHMe, KyNUPOBaHUE TATOCTHBIX cuMmnToMoB). BO3
orpezenseT NaNTHaTUBHYIO TIOMOIIb KaK MPpeI0TBpalleHUue U 00JIeTYeHrne CTpalaHuii B3POCIIbIX,
JeTe M MX ceMeM, CTAJIKUBAIOLUUXCA C MpoOjeMaMH, CBSI3aHHBIMHM C ONACHBIMM JJISl KU3HU
3a00JIeBaHUSIMH, KOTOPBIE BKIIOUYAIOT (PU3NIECKUE, TICUXOJIOTHYECKHE, COIIMATbHbBIC U TyXOBHbIC
CTpaJaHus MAlMEHTOB U YWICHOB UX CEMEH.

2.2. Onpeodenenue 3a001e6anusn:

Octpsbie aumdodaacTHbie Jeiiko3bl (nagee — OJIJI) — 3T0 rereporeHHas rpyiira
3JI0KQYECTBEHHBIX KIIOHAJIBHBIX 3a00JIEBaHUN CHUCTEMBI KPOBH, HMPOUCXOAAIINX M3 KIETOK-
IOPENIIECTBEHHNUI]  TEeMOIMO033a  MPEUMYIIECTBEHHO  JUMGOUIHONW  HANpPaBICHHOCTH
muddepeHIUPOBKY U XapaKTEPHU3YIOIIMECs 4Yallleé BCEr0 HCXOAHBIM IMOPa)KEHHEM KOCTHOTO
Mmo3ra (nainee — KM), BbITeCHEHUEM HOPMaJIbHOI'O KPOBETBOPEHUSI U BOBJIEUEHUEM B MPOLECC
pa3IMYHBIX OPraHOB M CUCTEM OpraHu3Ma (IieHTpaiabHas HepBHas cuctema (maiee — [[HC),
AUYKH, JTUMQaTHUYecKas TKaHb 000 sokanuzanuu). [Iporpammuoe nedenue 3aboneBaHUN
cucteMbl KpoBu: COOpPHUK alrOPUTMOB JAMATHOCTUKHM U MPOTOKOJOB JieUeHHs 3a00ieBaHUMN

cucremsl kpoBH. [lox pen. B.I'. CaBuenko. 2012.
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https://rusneb.ru/catalog/000200_000018_RU_NLR_bibl_1958997/
https://rusneb.ru/catalog/000200_000018_RU_NLR_bibl_1958997/
https://rusneb.ru/catalog/000200_000018_RU_NLR_bibl_1958997/

2.3. Dmuonozun u namozenes 3a00.1e6anusn

OTUONOTUS TOYHO HE YCTAHOBIEHA. OTHOJIOTHS M TMAaToreHe3 OOBACHSIOTCS
OOIIETTPUHATON KJIOHOBOW TEOpHUEH: BCEe JIEUKEMUUECKHE KIETKHU SIBJISIOTCS MOTOMKAMHU OJHOM
pPOJIOHAYATBPHON KIIETKH, KOTOpas MpeKpaTuia CBOK AUPGEPESHIIMPOBKY Ha OJHOW M3 PaHHUX
cTaauii co3peBaHus. M3-3a HEKOHTpoiHMpyemoil mponudepanuyd OMyXOJIeBbIX KIETOK

YIHETACTCA HOPpMAJIbHOC KpPOBCTBOPCHHUC, O6p8.3y1-OTC$I MCTaCTa3bl (HeﬁKeMquCKHe

UHQPUIBTPATHI) BHE OpraHoB KPOBETBOPEHUS [1-5]. https://www.leukemia-

net.org/leukemias/all/standards_and_sop/e9508/infoboxContent9510/all-contents.pdf

2.4. Snuoemuonozus zaboneeanus
OJUJI MokeT BcTpeuaTbes y JHI] JIF0OOT0 BO3pacTa, HAUMHAs ¢ MJIaJIEHYECKOT0 BO3pacTa
U 3aKaH4YMBasl MOXKWIBIM, OJHAKO MAaKCHMAaJbHBIC 3HAUYCHHS 3a00JI€BAEMOCTH MPHUXOJATCS Ha

nerckuii Bozpact (60 % maumentoB OJIJI momoxe 20 ner) [1,2,6]. https://www.leukemia-

net.org/leukemias/all/standards_and_sop/e9508/infoboxContent9510/all-contents.pdf

OJIJI sBnseTcss camoil pacpOCTPAHEHHOM OIyXOJIbI0 KPOBETBOPHON TKaHU y JIE€TEH,
coctaBisis 30 % Bcex 3710Ka4eCTBEHHBIX OIyXOJIel JAETCKOro BO3pacTa. Y MallMEHTOB MOJIOXKE
15 ner OJUUI muarnoctupyercst B 75 % ciydaeB Bcex OCTpbIX Jielko30B (manee — OJI). [Mux
3aboneBaemoctu OJIJI mpuxoautcs Ha Bo3pact 3—4 roja, 3aTeM 4acTOTa €ro CHIKaeTcs, U
BTOPOI OIbEM, XOTS HE CTOJIb CYLIECTBEHHBIN, OTMeUaeTcsa B Bo3pacte 50—60 ner [1-5,7].

3aboneBaemocts OJIJI y manuMeHTOB NOXKUIIOTO BO3pAacTa HEYKIOHHO BO3pacTaer.
CornacHO JaHHBIM peructpos, exerogHas yactora OJUJI ysenmuumBaercs c¢ 0,39 cimyuas Ha
100000 nacenenus B Bo3pacrte 35-39 nert, 10 2,1 coydas Ha 100000 Hacenenus — B Bo3pacte 85
ner. Kpome toro, mpubmusurensHo 30% OJIJI aumarnoctupyroTcs B Bo3pacte 60 ier.
Ounanenspuiickas xpomocoma (Ph) onpenensiercs y 20-30% B3pocnbix manuentos B-OJIJI. B
To Bpems kak Ph+ OJIJI cocrapisier y mereit MmeHee 5% BceX CllydaeB, €ro 4acToTa BO3pacTaeT
10 40% y B3pOCIBIX.

2.5. Knaccugpukayusn (no smuonocuu, cmaouam).

B xnaccudukanun BcemupHoii opranuzanuu 3apaBooxpanenus (mairee — BO3) OJLI
paccMaTpUBaOTCS B pa3jeiie ONMyXoJiei u3 mpeamecTBeHHUKoB T- u B-mumdonnros [3]:

® ;uMdoOnacTHbl neiiko3/mumdpoma u3 B-npenmectBenHukoB (cuHonum: OJLJI
U3 MpeIIecTBeHHUKOB B-ki1eTok);

® jumdoOracTHeI selikoz/mumpoma u3 T-npemmecTBeHHUKOB (cuHOHUM: OJLJI
U3 NPEIIECTBEHHUKOB T-KIIETOK).

Knaccnpurkanus octporo Jum¢o0/acTHOrO Jieiiko3a (Ha OCHOBe MepecMOTPEHHOM

kiaaccupuramuun BO3 2022, Sth edition) [3]. Alaggio, R., Amador, C., Anagnostopoulos,

L. et al. The 5th edition of the World Health Organization Classification of Haematolymphoid
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Alaggio,%20R.,%20Amador,%20C.,%20Anagnostopoulos,%20I. et%20al. The%205th%20edition%20of%20the%20World%20Health%20Organization%20Classification%20of%20Haematolymphoid%20Tumours:%20Lymphoid%20Neoplasms. Leukemia 36,%201720–1748%20(2022).%20https:/doi.org/10.1038/s41375-022-01620-2

Tumours: Lymphoid Neoplasms. Leukemia 36. 1720-1748

(2022).

https://doi.org/10.1038/s41375-022-01620-2

HoBooOpa3oBanus u3 npeamecTBeHHNKOB B-kieTok

B-xknemounwtii aumepoodracmuwtii neitko3 / aumgpoma

B-numpobnactusiii neitkoz/numdoma, NOS (6e3 ciennpuiyeckux XapaKTepUCTUK,

NOS - not otherwise specified)

B-xnerounsiit 1uMdo0IacTHBIN JIeiKo3 / muMdoMa ¢ TUIIePIUTLIONTUCH

B-xnetounsiit 1uMdo0IacTHBIN JIeKo3 / tuMdoMa ¢ TUIIOTUTIIOUIUEH

B-xnerounsrnii mumMdo0IacTHBIN J1e#K03 / TuMpoMa ¢ BHYyTPHXPOMOCOMHOM

ammuiukanuend xpomocomsl 21 (1IAMP21)

B-numpobnacrusiit neiikos/numpoma co ciussanem BCR::ABL1

B-mumdobmactaeriii neiiko3/mumdpoma ¢ BCR::ABL1- like mpusnakamu

B-mumdobnactheiif neiiko3/mumdoma ¢ peanxupoBkoir KMT2A

B-numpobnactuslit neitkoz/mumdoma co cusiauem ETV6::RUNX1

B-nmumdpobmactabii neikos/mumdoma ¢ ETV6::RUNX1- like npuznakamu

B-mumdobmactherii neiko3/mumdoma co caustauem TCF3::PBX1

B-numpobnactusiit neiikos/numpoma co cinusauem IGH::1L3

B-nmumpobmactabii neiikos/mumdoma co cmstauem TCF3::HLF

B-mumdoObmacTHeIif neiiko3/muM¢omMa ¢ APYruMH ONpeIeICHHBIMU TeHETHIECKIMHU

aHOMaJIMsAIMHN

HoBooOpa3oBanus u3 npeamecTBeHHUKOB T-kieTok

T- numghoonacmmuutii neiko3 / aumgoma

T-numdoOnactHsii neiiko3/ mumdoma, NOS (6e3 ciennpudecKux XapaKTepUCTUK,

Pannwmii T-mum¢o06IacTHEIN JICHKO3 U3 MPEAINICCTBEHHUKOB / TuMdomMa

3peabie T-kieTounbie 1 NK-ki1eTouHnbie HOBOOOpa3oBaHUs

3penvie T-knemounvie u NK-knemounuvie neikosl

T-nponumdonuTapHbIi JTEHKO3

T-kpymHOTpaHyIAPHBIA TUMQOLUTAPHBIH JIEHKO3

NK-kpynHorpanyisipHbii TUMGOIUTAPHBIN JTEHKO3

T-xneTouHslif neiiko3/mumMdpoma B3pOCIbIX

Cunnpom Cezapu

ArpeccuBHbIit NK-K1€TOUHBIN JIEHKO3
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MouJiekyasipHo-TeHeTH4eckue rpynnbl pucka B-OJLJ [4-6].

https://www.nccn.org/professionals/physician gls/pdf/all.pdf

biaronpusiTHBIN pUCK IMunepaummonaus (51-65 xpomocom) Cryuau ¢
TpucoMuei xpomocoMm 4, 10 u 17, umeror Hanbosee

ONaronpusATHBINA MPOTHO3

t(12; 21) (p13; q22): ETV6-RUNX1

Bricokuii puck [lMunomnonaus (<44 xpomocom)

KMT2A peamxupoBka (t[4;11] umu npyrue)

t(v; 14q32) /IgH

t(9; 22) (q34; q11.2): BCR-ABL1 (ompeaensieTcs Kak
BbIcokui puck 10 UTK)

CrnosxHblil kapuoturl (5 u 601€€ XPOMOCOMHBIX aHOMAJIHI)

BCR-ABLI1-like (Ph-like)

JAK-STAT (CRLF2r, EPORr, JAK1/2/3r, TYKZr,
mytarun SH2B3, IL7R, JAK1/2/3)

ABL xnacc (peanxuposku ABL1, ABL2, PDGFRA,
PDGFRB, FGFR)

Hpyrue (NTRKr, FLT3r, LYNr, PTL2Br)

BaytpuxpoMocomHas aMIuin(UKaIus XpoMocoMsr 2 1
(1IAMP21)

t (17; 19): cmussaue TCF3-HLF

Aunbteparuu IKZF1

Kpurtepumn Boicokoro pucka [7] Cortelazzo S. et al. Lymphoblastic lymphoma. // Crit.
Rev. Oncol. Hematol. 2017. Vol. 113. P. 304-317.:
1) Jleiikouuros 6omnee 30 x10° /n aust B-OJIJT 1 100 x10° /i st T-OJIJT.

2) >5 XpOMOCOMHBIX abepparuil.

3) lNunoaurmonaus (MeHee 46 XpoMoCcoM).

4) BCR::ABL1+/MLL+/PBX-E2A+/Ph-like/IKZF 1del/ETP/unmutated NOTCHI.

5) Ummynopenorunmaeckue Bapuantsl B-1, T-1, T-IV.

6) OJIJI ¢ t(9;22) nnm nonoxwurensublii redH BCR::ABL1, t(4;11) /MLL - paccmaTpuBaTh
BO3MOKHOCTbH BbInosiHeHUs ajio- TT'CK.

7) MOB - ipy 00HApYKEHUH C UyBCTBUTENLHOCTBIO MeToaa 10 (mocie nuayKImu;

cpoku ompezaenennss MOB moJKHBI ONpeAestsIThCS UCIIOJIB3YEMOU CXEMOiN).

8) Heiiposneiiko3 B nedrore.
19



https://www.nccn.org/professionals/physician_gls/pdf/all.pdf
Cortelazzo%20S.%20et%20al.%20Lymphoblastic%20lymphoma.%20/%20Crit.%20Rev.%20Oncol.%20Hematol.%202017.%20Vol.%20113.%20P.%20304–317.
Cortelazzo%20S.%20et%20al.%20Lymphoblastic%20lymphoma.%20/%20Crit.%20Rev.%20Oncol.%20Hematol.%202017.%20Vol.%20113.%20P.%20304–317.

9) [Moxwunoii Bo3pact — >60 JeT - BBICOKUM pUCK, OT 30 10 59 et - cpeaHuii puck.

HNmmynonoruyeckas kiaaccupurkauusa OJIJI

KnroueBbie mapkepwsr mins nuarHoctukd OJIJI u3 mpeamecTBeHHHKOB B-muM@omnuTos:

CD19+ u CD79a+ w/unu cyCD22+

CD 10— OJUI u3 npo-B-nmumdpodnactos (B-I)
CD10+ cylg- Common- OJIJI (B-1I)

cylg+ slg— OJUI u3 npe-B-nmumdpobiacros (B-11T)
slg+ OJUI u3 3penbix B-mumdoruros (B-1V)

Kitrouessie Mmapkepst st OJIJI u3 npenmectBeHHnkoB T-mumdorutos: cyCD3+ u CD7+

cyCD3+ CD7 tonbko OJUI u3 npo-T-numpobnactos (T-I)

CD2+ w/unmu CD5+ OJUI u3 npe-T-nmumdobaacros (T-II)

CDla+ OJII u3 xoprukansHbix T-mumdobmactos (T-111)
sCD3+ CDla— OJUI u3 3penbix T-mumdornutos (T-1V)

sCD3+ anatu-TCR o/p+

o/B+ T-xnerounsiii OJUI (rpynna a)

sCD3+anti-TCR vy/6+

v/6+ T-knerounsiii OJUI (rpymma b)

OcHoBHbIe TeHeTHYecKUe aHoMauu npu OJLJI

OJIJ1 AHoMaJIus BoBJjeueHHBI YacroTa Metoa
€ TeHbl AeTeKIHu
B- t(9;22)(q34:q11) BCR ABL B3spocasie: 30 % OT-IILP
KJIETOUHBIN Hetu: 3 %
t(12;21)(p33;922) TEL AMLI1 B3spocasie: <1 % OT-IILP
Hetu: 20 %
t(4;11)(q21;923) MLL AF4 B3spocnsie: 5 % OT-IILP
Jetn mnajiiero
Bo3pacta: 60 %
t(1;19)(q23;p33) E2A PBX1 5% OT-IILP
t(8;14)(q24;q32) c-MYC IgH 1% FISH
t(17;19)(q22;p33) E2A HLF <1 % OT-IILP
t(11;19)(q23;p33) MLL ENL <1 % OT-IILP
Myrauuu 10 % CekBeHHPOB
JAK1/2/3 aHue
T- t(10;14)(q24;q11) HOX11 B3spocasie: 31 % OT-IILP
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kierounbrid | t(7;10)(q34;q24) TCRo/B Hetu: 7 %
HOXI11
TCRP
t(5;14)(q35:932) HOX11L2 B3spocasie: 13 % OT-IILIP,
TCRo/B Hetu: 20 % FISH
t(1;14)(p32;q11) TALI TCRa/B | 1-3 % OT-IILP
Hopmanbhsrii [p32 SIL TALI 9-30 % OT-IILP
inv(7)(pl5q34), I'enst HOXA | 5% FISH, OT-
t(7;7) TCRP [P
t(10;11)(p33;q14- CALM AF10 | 10 % FISH
21)
t(9;9)(q34:;q934) NUP214 6 % FISH
ABLI
t(9;14)(q34:q34) EML1 ABL1 |<1% FISH
Mytanuu NOTCH 1 | NOTCHI 50 % CexBeHupo-
BaHUC
Mytanuu JAK1 JAK1 18 % CexBeHupo-
BaHUE

3. Memoowl, no0xo0wt u npouedypvl OUuaZHOCMUKU

3.1. Knunuueckasa kapmuna 3a00.1€6aHus
JliutensHOCTh aHAMHe3a 3a00JIeBaHMsI OT MOMEHTA MOSIBJICHUS MEPBBIX KIIMHUYECKUX
NPU3HAKOB 10 MOP(OJIOTHIECKON BEpUPHUKAIIUHN UATHO3a COCTABIIAET OT HECKOJIBKUX HEeINb
JI0 HECKOJIbKUX MecaleB. KimmHudyeckas kapTrHa ONpeeseTcsl CTeNEHbI0 HapyICHUs
byukuuit KM B Buzie aHeMuu, TeMOpPparuyeckoro CUHAPOMa U pa3BUTHEM UH(EKITUI
Pa3IUYHON CTENEHHU TSHKECTH; HaJTMYHeM OIyXOJEBON MacChl B BUE OPraHOMETaIHH,
0O0JIBIIOTO KOJMYECTBA OMYXOJIEBBIX KIETOK B MepUPEpHIECKOil KpOBH, TUM(OaTCHONATHH
OITyXOJIEBBIX MAacC B CPEIOCTCHUH; B HEKOTOPBIX CIIydasx ¢ pa3BUTHEM OOJIEBOTO CHHIPOMA,
CBSA3aHHOTO C TIOPaXXEHUEM KOCTEH, C TIOSIBJICHUEM KIMHUYECKUX pu3HakoB nopaxenus [IHC
U ¢ nopaxxenuem koxu [1,2,4,5,11,12]. https://www.nccn.org/professionals/physician

gls/pdf/all.pdf

Knunnaeckue nposinenus y namuentoB ¢ OJIJI oueHs Hecrienn@uyHBI U CBSI3aHBI C

Pa3sBUTHEM TEX HWJIM HWHBIX CHUMIITOMOB, O6YCJIOBJI€HHI>IX BBITCCHCHUEM OIIYXOJICBBIMU

KIICTKAaMH HOPMAJIbHOI'O KPOBCTBOPCHMHA. OCHOBHBIE CUMITOMBI 3a00JIEBAHUS — CJ'Ia6OCTB,
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JUXOpajKa, He CBA3aHHAS ¢ MH(PEKIUEH, OCCAITHH U apTPAITHH, TeMOPPArHueCKUd CUHIPOM.
HNHupeknnoHHbIe OCII0KHEHUS BCTPEYAOTCS HEYAaCTO, U B OCHOBHOM B T€X CJIydYasx, KOIJa
ypcio HeTpoduinos He npesbimaer 0,2 x 10%1. ¥V 1 % nanueHToB OTMEYAKOTCS IOJIOBHEIE
0o, TOIHOTA, pBOTA, yalie Bcero npu BosiedeHuu [IHC [13]. _Rowe J.M. Prognostic factors

in adult acute lymphoblastic leukaemia. // Br. J. Haematol. 2010. Vol. 150, Ne 4. P. 389—-405.

Kanoowr:
cl1a00CTh;
MOTIIUBOCTb;
YTOMIISIEMOCTB;
JMXOPAJIKa;
[I03Ha0IMBaHKE;
0011 B KOCTAX WJIN CYCTaBax;
CHIDKEHHE MacChl TeJIa,
reMOpparu4ecKre BhICHIIAHUS B BHJIE MIETEXUN HA KOXKE U CIU3UCTHIX;
MOBBIIIICHHAS] KPOBOTOYMBOCTE;
yBeJIMUEHUE TUM(OY3IIOB, IICUCHH, CETIC3CHKH.
AHaMHe3: clielyeT 00OpaTUTh BHUMAHHE Ha:
JUTUTEIILHO COXPAHSIONIYIOCS ClIab0CTh;
OBICTPYIO YTOMJISIEMOCTH;
YJacThle HHPEKIIMOHHBIE 3a00JICBAHUS;
YBEJIMYCHUE TUM(POY3JIOB, IEUCHHU, CEIIC3CHKH,
TIOBBIIIICHHYIO KPOBOTOYHBOCTD;
MOSIBJICHUE TeMOPPArHYSCKUX BBICHITIAHUA HA KOXKE U CIIM3UCTBIX 000T0UYKaX.
du3ukaIbHOE 00cIe10BaAHME:
0JICZTHOCTD KOXKHBIX ITOKPOBOB;
reMOpPParuv4ecKre BHICHIAHUS Ha KOXKE, CIIM3UCTBIX 000JI0YKaX;
OJIBIIIIKA,
TaXUKap.Ius;
yBEIIUYCHUE TUM(POY3IIOB;
YBEIIMYCHUE TTCUCHH;
YBEITUYCHUE CEIIC3CHKH.
3.2. J/labopamopnbsie ouaznocmuyeckue uccied06anus
e PexomMeHayercs BCEM TAIMEHTaM IPH MOCTAHOBKE JWArHo3a JJis BepupUKANUN

Auardo3a, BO BpEMs JICUCHUA JII OONCHKHW AWMHAMHWKH Ha (I)OHG TCpalnu 2-3 pa3a B HCACIIO
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BBITIOJTHEHHE 00Iero (KiuHu4eckoro) ananmu3a kpou (manee — OAK) c¢ moacuerom
JeKOIMTapHON (HOPMYIIBI U OIpe/ielIeHreM yrcia TpomooruTos [1,2,4,5].

e VYpoBeHb yOeauTeJbHOCTH pexkoMeHaanui — C (YypoBeHb /J0CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

Kommenrtapuu: npu ouaznocmuxe OJIJ1 y wacmu nayuenmos noxkazamenu Kpogu mMo2ym
Obimb Hopmanvibimu. Jucno netikoyumoe moscem eapbuposams om 0,5 x 10°/n 0o 700 x 10°/x;
yeenuuenue uucna neuxoyumos eviwe 10,0 x 10°/n ommeuaemes y 60 % nayuenmos, eviuie
100,0 x 10°/n — y 10 %, mpomboyumonenus menee 50,0 % 10°/n onpedensemcs y 60 %
nayueHmos.

e PexomMenayercsi BceM MaldeHTaM MPH MMOCTAHOBKE JUArHO3a JUISl OMpPEAeTICHUS
o0bEMa OMyXOJIEBOTO TOPaXKEHUS, BEPOATHOCTH PAa3BUTHS CUHApPOMA JU3MCA OIMYXOJH, a
Tak)Xe BCEM Nal[eHTaM BO BpeMs JIeUeHHUs 2 pa3a B HEJEIIO C LEeIbl0 TUHAMUKUA U3MEHEHHM
Ha (DOHE Tepanuu W BBISIBICHUS OCIIO)KHCHUW BBITIOJHUTH aHAIM3 KPOBH OMOXMMHYECKUN
obmerepaneBTHYECKUi  (0OmmiA Oenok, OenkoBble (pakiuu, MOYEBHHA, KpEaTWHUH,
ounmpyOuH, acnapraramuHorpandepasa (nanee — ACT), anannnamuHOTpaHcdepasa (nanee —
AJIT), JIAI', marauii, HaTpUid, KWK, KaJIBIMH, TTF0K03a) [1,2,4,5,18,19].

YpoBenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbLCTB— 5).

e PexomeHayercs BceM MalMeHTaM IpPU MMOCTAHOBKE TUArHO3a Ui OMpeesieHus
BEPOSTHOCTH PA3BUTHS TSHKEIBIX KOATYJSIIMOHHBIX HAPYIIECHUH, KaK TeMOPPArunIecKuX, TakK
¥ TPOMOOTHYECKHX, a TAKXKE BCEM MAIIMCHTaM BO BPeMsI JICUCHHSI 2 pa3a B HEACI0, OCOOCHHO
B MEpPUOJ BBEACHUS acmaparnuHasbl™*, ¢ I1eNIbl0 BBISIBICHUS OCIOXKHEHUH Ha (hoHE Tepanuu
BBHITIOJTHUTH HCCIIEOBAHNUE CBEPTHIBAIOIIECH CHUCTEMBl KpOBU (aKTUBUPOBAHHOE YaCTUYHOE
TpoMmOomiacTuHoBoe BpeMmsi (nanee — AYTB), nporpomOuHOBBEIM uHAEKC 10 KBuky,
TPOMOWHOBOE BpeMsi, (UOPUHOTEH) JJIsi  ONPEACICHUS BEPOSATHOCTH PA3BUTUS TIKEIBIX
KOAryJSIIMOHHBIX HApYIIEHUH, KaKk FTeMOPparun4eckux, Tak U TpomOoTuyeckux [20-23].

YpoBenb yOeauTeJbHOCTH pexoMeHganuii — B (ypoBeHb [10CTOBEpHOCTH
J0KA3aTeJbCTB — 2).
e PexomeHayercss BceM [MalMEHTaM BBIIOJHUTh  HUCCIEJOBaHHE  OOIIETro
(KJTMHUYECKOTO) aHaJIi3a MOYH C IEIbI0 UCKIIIOUCHHS TopaxeHus noyuexk [1,2,4,5,24].
YpoBenb yOeautesbHocTH pexoMeHaanuii. — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5).
e PexomMenayercsi BceM MmanueHTam ornpeneneHue antuten kiaccoB M, G (IgM,

IgG) k Bupycy ummyHnoaedpuuura yenosexka BIU-1/2 (Human immunodeficiency virus HIV
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1/2) B kpoBH; omnpenenacHue aHnTutea k OiaeaHoi TpenoHeme (Treponema pallidum) B xpoBu
JUTSl HICKJIFOYEHUS CONYTCTBYIOIIEeH natonoruu [ 1,2].

YpoBenb yOenuteqbHOCTH pekoMenaauuii — C (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

e PexomMeHayercss BCEM TAIIEHTaM MOJICKYIISIPHO-OMOJIOTHYECKOE HCCIIEIOBAHNE
KpoBH Ha BUpycHbIi renatuT B (Hepatitis B virus) u Bupycusiii rematut C (Hepatitis C virus)
JUTSl HICKJTFOUEHUSl COMYTCTBYIOMIEH naTonoruu [25,26].

YpoBenn yOenuteqbHOCTH pekoMenaauuii — C (YypoBeHb J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 4).

e PexomeHayeTcss BCEM MAlMEHTaM HCCIICOBAaHHEC MHKPOOHOIIEHO3a KUIICYHUKA
(Ma3ka W3 MPSAMON KHIIKK) C ILENbI0 BBISIBICHUS KOJIOHU3AIMH HECTEPUIIBHBIX JIOKYCOB
naroreHHou dopoi [27].

YpoBenb yOeAUTEJNbHOCTH PpekoMeHAamuidi — B (ypoBeHb /J10CTOBEPHOCTH
JA0Ka3aTeJabCTB — 3).

e PexomeHnayercs BceM MalMeHTaM OMNpeAesieHue OCHOBHBIX Tpyri KpoBu (ABO);
ompeneneHue aHtureHa D cucrtemsl Pesyc (pesyc-¢akTop); ompenesreHue MOArPYNIbl |
JIpyTux Trpynn KpoBu MeHblnero 3HaueHust A-1, A-2, D, Cc, E, Kell, Duffy c¢ uensio
BBITIOJTHEHHS 3aMECTUTETILHOM Teparnuyu KOMIIOHEHTaMU KPOBH T10 TIOKa3aHUsM [28].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C (YypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

e PexoMeHayIOTCSl BCEM MallMEHTaM MOJIY4YEHHE IIUTOJIOrHYecKoro npemnapara KM
IyTeM MyHKUUU (CTepHaJIbHAs MYHKLHUSA) M LMTOJIOIMYEcCKoe uccieroBaHue Mazka KM
(MuenorpamMma) U3 CTEpHAIBHOTO MyHKTATa C LIEbI0 BepuUKALUY JUArHO3a U ONpeelIeHuUs
Nporuo3a namueHTos [ 1,2,4,5,12].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5).

Kommenrtapuu: ouaenos OJI yemanasnusaiom npu obuapyxcenuu ¢ KM 20 % u 6onee
onacmuuix knemok. Oownaxo 03 OJI/I uz Kiemox-npedutecmeeHHuxoe aumoghnossa u ons JIbJI
u3 mex oice KIemoK-npeouleCmeenHuKo8 cyuecmayenm uHoe OOWenpuHsImHoe onpeoeienue:
ouaenos OJIJI (B-knemounoco unu T-kniemounoeo) ycmanasnuearom npu oonapyxcenuu 25 % u
bonee onacmuvix kiemok ¢ KM. Ecau npoyenm oOnacmuvix kiemok ¢ KM menee 25 % unu
bnacmuvle kiemku omcymcmsyrom 6 KM, no npucymcmeyiom 6 uHwlX oyazax nopasiceHus
(numpamuyeckue y3nvl a000U NOKATUIAYUU, MUMYC, KOXCA, U M. O.), MO YCMAHABIUBAIOM
ouaeno3 T- unu B-JIBJI [1,2,4,5].

L4 PeKOMeHHyeTCﬂ BCCM IMAMCHTaM BbIIIOJTHUThE HHUTOXHMMHUYCCKOC HCCIICAOBAHHC
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npernapata KM (6mactubix kinetok KM) ¢ nienbro Bepudukanmu guarnosa [29,30].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

KoMmMeHTapuu: npu yumoxumuyeckom ucciedosanuu aumgouonvie o6aacmvi 4acmo
cooeparcam PAS-nonooicumenvhvie epanyivl, OHu He2AMUBHbL 8 peaKyuu Ha MUeI0NnepoKcuoasy u
Ha  Opy2ue  MuenouoHvle  yumoxumuveckue peaxyuu. Hepedko npu  evinoanenuu
YUMOXUMUYECKO20 UCCIe008aHUsl OIacmHble KlemKU onpeoesiiom Kaxk Heduggepenyupyemoie,
nosmomy Kuouegblm memooom ouacnocmuxu OJL/] aensemca ummyHogheHomunupogarue.
Hanpumep, T-knemounvie Onacmuvle snemenmol yawe oOwvieaiom PAS-necamusnvl, 6 Hux
sviasAOMCA Kucias gocghamasa, necneyuguueckas scmepasa 8 gopme KpynHvlX 0OUHOUHBIX
2pamyn 6 yumoniasme, 6 omauyue om JaumM@obracmos B-nunuu, 20e npoodykm peaxyuu
pacnonazaemcs 8 suoe meakux epauyn [1,2].

e Pexomenayercs BBHITIOJTHUTH MaTOJIOT0aHATOMUYECKOE UCCIIEIOBaHHE
OHOTICUITHOTO (OTEepallMOHHOI0) MaTepralia ovara mopakeHus (OIMyXoJeBOro o0pa3oBaHMUs),
B TOM 4YHCIE C NPUMCHCHHEM HWMMYHOTHCTOXMMHYECKHX METOAOB, y TMAIMECHTOB 0e3

nopaxkeHuss KM c¢ nenpto TouHo#l Bepudukanmu muarnosa [31]. Olsen R.J. et al. Acute

leukemia immunohistochemistry: a systematic diagnostic approach. // Arch. Pathol. Lab. Med.
2008. Vol. 132. Ne 3. P. 462-475.

YpoBenb yOeAuTENbHOCTH PpekoMeHaamuidi — B (ypoBeHb /J10CTOBEPHOCTH
A0KA3aTeabCTB — 3).

e PexomeHayercss BceM IMalMEHTaM BBINIOJHUTE HMMYHO(PEHOTHUIIMPOBAHUE
TeMOITO3THYECKUX KIIETOK-TIpenmecTBeHHUI] B KM ¢ nenbto Bepudukanuu auarsosa [32,33].

Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

Kommentapumn: UMMYHOGeHOMUnUposaHue 8bINOHAIOM c HOMOWBIO
MYTbMUNAPAMEMPUYECKOU NPOMOYHOU Yyumoghayopumempuu (00bIYHO KAK MUHUMYM 3- unu 4-
ysemnoti). Eeo ucnonvzyiom 0ns Oonee uemxoco onpeoeieHuss NPUHAONeHCHOCMU ONACMHBIX
KAIeMOK K MOU Ul UHOU JUHUU KIEeMOYHOU OughghepeHyuposku nocie YCmaHo81eHus
mopgonocuueckoeo ouaenosza OJIJI. Hmmynogenomunuueckas xapakmepucmuka O1ACMHbIX
knemox npu OJIJI npedcmasnena ¢ npunosxcenuu 2. OJIJI uz npeduecmeennurxos B-mumgoyumos
(70-80 % cnyuaes) mozcym Kiaccuuyupo8amvcs HA yemvlpe 2pYnnvl, 8 3A8UCUMOCHU OM
9KCHpeccuu aHmueeHos ouggepenyuposku B-kiemok, a makoice YUMONIAZMAMUYECKUX U
no8epxXHOCmubIX uMMyHo2100yaunoe (Ig). OJIJI uz npedwecmeennuxos T-mumgoyumos (20—
30 % cnyuaes) maxoice mo2ym Oeiumsbcsi HA 4 epynnvl 8 3a8UCUMOCMU OM YPOBHS 3PeL0CmU

mumoyuma U IKCHpeccuu  anmuceHa CDla T-OJIJI,  moecym  OonoinumenbHoO
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Karaccuguyupogamocs 8 3asucumocmu om cyomuna peyenmopa T-knemox (TCR). B psode
cyyaeg Onacmuvle KIemKu UMeom 0OHOBPEMEHHO TUMPOUOHble U MUelouoHble Mapkepvl. B
nocneoneu kaaccugukayuu BO3 (2017 2.) [3] smu cayuau onpedensiomcsi Kak CMeWwaHHblU
gpenomun OJI (MPAL) (B-/muenouonswiii, T-/muenoudmnsiti). Ilpu omcymcmeuu 3Kcnpeccuu
Mapkepos, cneyuuunvix O0af AUMPOUOHO20 UNU MUELOUOHO20 POCMKO8, YCMAHABIUBAIOM
0uazHo3 «HeouggepeHyuposanmbvil 1etko3y.

Ipubnuzumenvrno 80 % JIBJI xapaxmepu3syromcs sxcnpeccuell T-K1emouHvlx MapKepos 6
omauuue om OJIJI, npu komopom >70 % omnocamcs k B-kniemounvim. Iloomomy cpeou ecex
JIBJI oomunupyem T-kremounwiii cyomun.

Hmmynomopghonocuueckue xapakmepucmuxu  onyxonesvix kiemok npu T-JIBJI:
HO3UMUBHBL  MEPMUHATbHASL  0e30KCUHYKIeomuounmpanucgepasza (Oaree — TdT), CD7 u
yumonaasmamuyeckas CD3; eapuabenvnor CD la, CD2, CD4, CD5, CDS8; mooxcem 6vimo
koaxcnpeccus CD4 u CD8, CD10 +/—; pedko onpedensemcs koaxcnpeccusi muenomapkepog CD
13; 33; 117. B mpemu T-JIBJI eviaenenvl mpaunciokayuu c yyacmuem 2eHo8 T-KiemouHwvlx
peyenmopos (a, 3, y, 0) u paznuunvix napmuepckux eenos, sxaouasi MYC, TALI, HOX11 u op.

HUmmynomopghonocuueckue xapakmepucmuxu onyxonegvlx Kiemox npu  B-JIBJI:
nozumuensl: TdT (a0epnas oxpacka), HLA-DR, CD 19 u yumonaasmamuuecxas (cyt)CD79a;
CD20 u CD22 sapuabenvuvi. HHO20a 6 yumonnazme onpeoeisaomcs JjecKkue yenu
ummyHnoenooynuna (cyt-u). Ilosepxnocmuvie UMMYHOIOOYIUHBL YaWe OMCYMCMEYIOM, 0OHAKO
ux obHapyscenue He uckurouaem ouacnosa B-JIBJI; CD 45 moowcem 6vimb HecamuseH.

e PexomMeHayeTcs BCEM MMAIMEHTAM BBIIOJIHUTH [TUTOTEHETHYECKOE MCCIICIOBAHNE
(xapuotun) acriupara KM ¢ nenbio onpeaeneHus: Tpynibl prucka U BepupHUKalUU AHarHo3a
[34].

YpoBenn yOenuteJbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeabCTB — 4).

KommenTapuu:  cmanoapmuoe  yumocenemuueckoe — UCCIe008aHUE  SA81A€MCS
HeobX00UMbIM KOMNOHEHMOM OUASHOCMUYEeCKUX npoyedyp y nayuenma c nodospenuem Ha OJI.
Jna onpedenenus kapuomuna 00CMOGEPHLIM CHUMAEMCS MONbKO UCCIe008AHUE KAK MUHUMYM
20 memadghas. Anomanuu 6 kapuomune Mo2ym YCmMaHagIueaAmuvcs U Ha OCHOBAHUU UCCTIe008AHUS
K1emox nepughepunecxoti kposu. Xpomocomuvie anomanuu npu OJIJI mocym b6vims pazoeneHvl
Ha KoIu4yecmeeHHbvle Uiy CMpYKmypHble, ACCOUUUPYIOUWUECs. C KOIULeCMBEHHbIMU AHOMATUIMU,
aU6o  AGnAIOUWUECA U0AUPOBaAHHbIMU. | unepnioudus npeocmasnsem coOoU npuobpemeHue
OONOJHUMENbHBIX XPOMOCOM MAKUM 00pA30M, 4mo odwee Yucio Xpomocom 6 OOHOU KiemkKe
cmanogumcesi oonvute 46. Ilpu OJIJI smom npoyecc, kaxk npedcmasisiemcs, He AGIAEMCSA

cayyainvim. 1 unepniouous obuapycusaemcsa 6 5—15 % cnyuaes OJIJI y 63pocnvix, u ee
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accoyuayusi ¢ O1a20NPUAMHBIM NPOSHO30M MeHee oyesudHa, Hedcenu npu OJIJ1 y demetl, ko2oa
2UNEPNIIOUOHOCIb  OOHapyJcusaemcss npudbIU3UmMenvHo 6 mpemu ciayyaes. 1 unonioudus
(konuuecmeo xpomocom Menvuie 46) odbuapyxcusaemca 6 2-8 % cayuaes OJII u
accoyuupyemcsi ¢ HeOIa2ONPUAMHbIM  UCX000M. bBonvuwiuncmeo xpomocommvix anomanui,
obnapyocusarowuxcs npu OJIJI, aerawomes cmpykmypHolMu U 00bIYHO NPeOcmasnaiom coool
mpanciokayuu. HMoenmuguyuposano 6onee 30 paziuyHulX HECHYYAUHBLIX MPAHCIOKAYULL.
Cneyugpuueckue xpomocommuvie nepecmpouKu AGNAIOMCs He3A8UCUMBIMU OUACHOCMUYECKUMU U
NPOCHOCMUYECKUMU MapKepamu u cayxcam 0is bloopa makmuku mepanuu. IIpu omcymemeuu
nopaxcenuss KM, xomopoe oOvisaem y nayuenmog c JIBJI, yumozenemuueckoe ucciedoganue
00J12ICHO ObIMb BLINOJIHEHO HA cYOCmpame OUONCUPOBAHHO20 ONYX0J1e8020 0OPA308AHUL.

e PexomeHayercsi BBINONHUTH LUTOTEHETHYECKOE HCCIEAOBaHUE OUOICHIHOTO
(onepaunonHoro) marepuana TkaHed uinu KM ¢ npumeHeHuem merona (¢uryopecUeHTHOU
rubpunmzaun  in situ (FISH) mns onpenenenus tpancnokaumu t(9;22) (q34;qll) —
BCR::ABL wu t(4;11) — MLL::AF4 y Bcex mnauuentoB ¢ B-xnerounsimu OJIJI u OJI
CMEIIaHHOTO (eHOoTHna, OCOOEHHO y TeX, Yy KOr0 METOJ CTaHJIApPTHON LUTOT€HETUKU
OKa3ajcs HeMH()OPMATHBHBIM, JJII YTOYHCHHSI TUArHo3a, TuddepeHInaTbHON THarHOCTUKY
Y BBIPAOOTKH TaKTUKH JieueHus [35].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

KommenTapuu: npeumywecmeom memooa FISH sensemcsa 6o3modncHocmo
uccne0osams 0ecAmKU U COMHU He MOAbKO OeNAWUXCA KIemoK, HO U mexX, Umo
Haxooamcs 6 unmepgaze. Ho neobxooumo umems 6 6uody, umo memoo FISH noszsonsem
AHATUZUPOBAMb MOJILKO Me YUACMKU XPOMOCOM, OISl BblAGNEHUs KOMOPbIX UMEIOmCs
MOJIeKYIApHbIE 30HObl, A He 8eCb XPOMOCOMHbBIU HAOOp yenukom. Memoo nozeonsiem
bvicmpo, 6 meueHue MaKCumMym 2 OHell, 8blABUMb UCKOMble nojomku. [emexyus t(9,22)
(q34,q11) — BCR::ABL u t(4;,11) — MLL::AF4 60 epems nposedenus npedpasvi
onpeoensem  6cl0  OaivHeuwylo  mepanesmuyeckylo  maxkmuky. Cmanoapmmuoe
yumozeHemuyeckoe Uccie008anue A6aemcsi eOUHCMEEHHLIM MemoooM, NO3GONAIOUIUM
AHATUZUPOBAMb 8ECb XPOMOCOMHBIU HAOOp KiemKu yeaukom. OOHAKo e20 blnoaHeHue
mpebyem 00CMAMOYHO OJUMENbHO20 BPEeMEeHU; KpoMme mo20, 8 psade Clyydes
KOHCmamupyemcsi omcymcmeue Oeiauuxcsa Kiemok (Mumo3os). B smux cnyuasx
YenecoobpasHo BbINOIHAMb UCCIIEAOBAHIE METOJIOM (DIIyOpPECIEHTHOW THOPUIN3AINH in
situ (manee — FISH-uccneoosanue) na xnrwouesvie nepecmpouxu t(9,22) (q34,q11) —
BCR::ABL u t(4;11) — MLL::AF4 npu B-OJIJL
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Xapaxmepnoui  ona  Ph+ OJIJI ssnsemcs peyunpokHas mpaHCiOKAYusl
19;22)(q34,q11), npusooawas k cauanuio 2ena BCR (obnacmu xnacmepa mouxu
paspwviga) xpomocomsl 22 ¢ eenom ABL (mupozunkunazvr Abenvcona) xpomocomsr 9. Ilpu
CMAHOAPMHOM  YUMOSEHEMUYECKOM UCCIe008AHUU IMO NPUBOOUmM K YKOPOUEHUIO
Xpomocomel 22, umo NOAYYUNO HA38aHUEe QUIAOeTb@UICKOU XPOMOCOMbL, OAHHOE
U3MeHeHUe MOJcem Maxdce onpeoenimvcsa npu @ryopecyeHmuou 2ubpuouzayuu in situ
(FISH). /lononnumenvhble XpomocomHvle abeppayuu, npedcmasienuvie 2-ti  Ph-
xpomocomou  (+der(22)t(9;22)), aHomanuei Kopomkoz20 niedya Xpomocomvl 9,
MOHOCOMUEU -1l XPOMOCOMbL U mpucomueti 8-1i Xxpomocomvl ecmpeuaromes ¢ om 10 0o
79 % cnyyaee Ph+ OJIJI u aenaromcesa pakmopom He2amusHo20 npo2Ho3a, 00yCci081U8as
YMeHbuleHUue be3peyudusHou vidxcusaemocmu (oaiee — bPB) u ygenuuenuem wacmomol
Dpeyuousos.

OcHognoti  yenvio nepsuyHol OugdepeHyuaroHol  OUASHOCMUKU — ABIAEMCS
ougppepenyuposarnue Ph+ OJIJI ¢ aumeouduvim OIACMHBIM KPUZOM XPOHUYECKO2O
muenonetikosa (0anee — XMJI), 6 nonv3y komopo2co mocym ceudemeibCmeo8ans Haaiuyue
6 anamuese XMJI, 6azogpunuu unu 303unopuiuu KM nubo eueanmckas cnieHomeeanus.
OcHogubim  OughepenyuanvHolM  Kpumepuem s611emcs  8vlsgleHue MpaHcKpunma
p190PCRABL ymo 0bbiuno noseonsem uckuouumos XMJI.

e PexomeHayercsi  BBINOJIHUTH  MOJEKYJISPHO-TEHETUYECKOE  HCCIEIOBaHUE
ToueuHbIX MyTauuii reHa BCR::ABL (XWMepHBIH TI'eH, OOpa30BaHHBIN CIUSIHUEM O00JacTH
KJIacTepa pa3pblBOB Ha 22-ii XpOMOCOME M TIeHa THPO3WH-KHMHA3bl AOenbcoHa Ha 9-i
XpOMOCOME);  MOJIEKYJISIPHO-TEHETHUECKOE  HCCIEIOBAHUE MHUHUMAIBHOW  OCTaTOYHOU
00J1e3HU TpH JIEHKO3axX MPH MOMOIIM MAIMEHT - Clieu(DUYHBIX MpaiiMepoB (MOJEKYIIpPHO-
IFEeHETUYECKUE MCCIEAOBAHUS Ha Haluyue XuUMepHbIX reHoB c-MYC::IgH, MLL::AF4 un
JIPYTUX, B 3aBUCHUMOCTH OT pPaHEE BBISBICHHBIX ITUTOTCHETHYECKUX IOJIOMOK), C IEJBIO
nanpHeiero MmouutopupoBanus dddektuBHOCTH XT U OIIEHKH MUHUMAIBbHON OCTAaTOYHOU
6om1e3uu (MOB) B pamkax KU Bcem manuentam ¢ B-knerounsim OJIJI [36-38].

YpoBenb yOenuteqabHocTH pekoMeHaammii — C (YpoBeHb [10CTOBEPHOCTH
JI0Ka3aTedbCTB — 4).

Kommenrtapuu: oemexyus xumepuvix cenoé BCR::ABL, c-MYC::IgH, MLL::AF4
HeobXo0umMa ¢ Yelbl0  MOHUMOPUHEA — NPOMUBOONYXONE8020 Omeema U  NPUHANMUS
mepaneemuydeckux pewienuii. Monexynaproe ucciredosanue Opy2ux MHO20YUCTEHHBIX NOJOMOK
ABNAEMCA 8 HACMOAWee 8peMsl 30 PYOeHCOM OOHUM U3 KIIOUeBblX Memoo08 cmapmupurayuu
nayueHmos Ha 2pynnel pucka. Jlemexkyus XUMEPHbIX MPAHCKPUNINOS, MYMAyuu 2eHos,

nepecmpoﬁku u dynﬂukauuu 2EHO6 aOClengl MOJIbKO 6 DONbUUX UCCTe008AMEbCKUX yeHmpax.
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Ha wmonexynapno-eenemuueckom yposwe mpanckpunm bcer-abl  moocem  onpedensmuvcs
nOCpeoOCcmeomM NOIUMEPA3HOU YenHou peakyuu ¢ obpamuou mpanckpunyuet (OT-IIL[P).
Pacnonooicenue mouxu paspwisa 6 2ene BCR npusooum k momy, umo 6Genok pl90BCR:-ABL
sviasnsiemes 6 66,3 % cnyuaee Ph+ OJIJI, makce y 0aHHbIX nayueHmos 4acmo onpeoesiemcs
benox p210BR-A4BL (3] 2 %). B ocmanbhbix ciyuasx onpeoensiiomcs mpancKpunmol 060ux munoe
AU60 amunuyHvle MpaHCKPUnmoi.

e PexomeHnayercsi BceM MaIlMEHTaM BBHINOJHUTH CIIMHHOMO3TOBYIO IYHKIIHIO C
IUTOJIOTUIECKUM HCCIICIOBAaHUEM KIIETOK CITUHHOMO3TOBOW JKUIKOCTH (MHKPOCKOIMTUYECKOE
WCCJICIOBAHNE CIIMHHOMO3TOBOM JKHUIKOCTH, TOJCYET KIETOK B CYETHOH Kamepe) s
uckioueHus/moareepxxaeHus sosneyenus [{THC [13,40].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

Kommenrtapuu: npu ecex eapuanmax OJIJI evicoka éeposmnocms o6neuenus 060104eK
20n06H020 Mo3ea. Ilosmomy 6cem nayuewmam NOKA3AHO 6bINOJIHEHUE OUACHOCMUYECKOU
JIOMOANLHOU  NYHKYUU ¢ MOpQonocuueckum ucciedosanuem auxkeopa. Ecau  ypogens
mpomboyumoe ne yoaemcs noevicums 0o 30 X 10°/1 u eviue, om NYHKYUU MOICHO
8030eporcamvbcsi 00 80CCMAHOGNEHUs. noKasamenel mpomooyumos nocne Kypca. Ecau y
nayuenmos onpeoensemcs neuxoyumos eéviwe 100 % 10°/1, mo nepeyio mombanvHyio nyHKYuio
credyem omaodcum 00 pedyKyuu yucia aeuxoyumos menee 10 x 10°/1.

e PexomeHnayercs BceM MalMeHTaM MpPH AUATHOCTUKE HEHPOJICHKEMUHN YBEIHUUTH
94acTOTY CIIMHHOMO3TOBBIX MYHKIIMM U BBITIOJHATE UX B cpeiHEM | pa3 B 3 qHS A0 MOTy4YeHUs
TpeX JIFOMOATBHBIX IyHKIUHA 0e3 OJIACTHBIX KJICTOK B JIMKBOPE, 3aT€M YacTOTY IYHKIIHMA
MOKHO CHH3WTH A0 | TYHKIIMM B HEACIIO BO BpeMs HHAYKIUU (BO BpPEeMs JaIbHEUIITHX
ATAroOB TEPaNUU JOMOANIbHbIE MyHKIUU BBITOIHSIOTCS B COOTBETCTBUU C MPOTOKOJIOM) JJIs
KOHTPOJIS TMHAMUKH 3a00JieBaHus Ha TepanuH [ 1,2,4,5].

YpoBenn yOenutedbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTelbCTB — 5).

KommenTapuu: 6 pamxax ooweti npocpammot XT eécem nayuenmam ¢ OJIJI neobxoouma
mepanus nopaxcenus [[HC. B omcymcmeue npoguiaxmuxu nopax)ceHus mo3208blx 000104YeK
peyuousvl 6 L[HC 6 meuenue neckonvkux mecsayes ¢ momenma pecucmpayuu [IP eosnukarom
npubnuzumenvio y mpemu nayuenmos. Peyuoue 6 I[HC npu OJIJI y 63pocivix
xapaxkmepuszyemcs. HebOIa2ONPUAMHLIM NPOSHO30M, HNOCKOIbKY 34 HUM OOblYHO cledyem
eemamonoaudeckuil peyuous. Ilpu smom nooxoder k neuwenuro nopadcenuss L[HC u eco
npouiakmuke pasiuyualomes U Y4umol8arom Xapakmepucmuku nayuenma, e2o 603pacm u

opyaue npocHocmuyecKkue pakxmopboi.
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e Pexomenayercs: y Bcex BbIICHATh U coxpaHATh nepsuynyro JHK wnmm PHK u3
kieTok KM nanueHToB B 6M006aHKe MM HANpaBiIATh MaTepuall Ha XpaHEHUE B J1aOOpaTOpHH
(benepanbHBIX LEHTPOB A BO3MOXHOCTH IOCJEIYIOILErO BBINOJHEHUS MOJIEKYJISAPHBIX
uccienoBanuii [41].

YpoBens yOenureqbHocTH pekoMengaumii — C  (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

Kommentapumn: coxpanenue nepsuunoco  o6uonocuveckozo mamepuara ({HK,
8bI0ENICHHAS U3 KOCMHO-MO3208bIX KAEMOK, UIU 3aMOPOJICEHHble KIemKU) ONs 6bINOJHEHUs 6

0yOyujem MOoneKyIsAPHbIX UCCIe008AHUL, NO3BONAIOUWUX YEMKO ONPEeOeums epYNnvl PUCKA.

e PexoMenayercsi BceM MallUEHTaM, y KOTOPBIX MPU CTEPHAIBHON IYHKIIUH HE
MOJIy4eH JAUAarHOCTUYECKHIl MaTepuan (Tak Ha3bIBaeMbId «CYXOH IyHKTAaT»), IMOJIy4Y€HHE
rucroiiormueckoro  mpemapara KM (TpemaHoOHWONCHS) W [HTOJIOTHYECKOE U
MMMYHOIIMTOXUMHUYECKOE  HCCIICIOBAaHME  OTIEYaTKOB  TpemaHoOmontata KM ¢
MOP(OIOTHUECKUM U YUMOXUMUYECKUM UCCAe008AHUAMU ONACMHBIX KIeMOK C LEJbI0
BepuduKanuu TouHoro auarxsosa [30,31].

Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

e He pexomenayercsi BBINONHATh MYHKIIMOHHYIO (2CHUPALMOHHYIO) OHOICHIO
ouara TOpaXXeHUs (OIMYXO0JIEBOTO HJKCTPaMEAYJUISIPHOTO OOpa3oBaHUs) B CBSI3U C MaJloi
MH(POPMATUBHOCTHIO MCCIICIOBAaHUI JaHHOTO MaTepuana [1,2]

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).
3.3. Hnvle ouaznocmuueckue ucciedosanus

e PexomeHayercs BBIIOJIHEHHUE )KEHITUHAM PENPOAYKTUBHOT'O BO3pacTa TeCTa Ha
OepeMeHHOCTh (MCCIIeI0BAHNE XOPHOHUIECKOT0 TOHAIOTPOITHHA YEJIOBEKA) C MEIIbI0
BBIsIBIICHUsI OepeMeHHocTH [1,5].

Yposenb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

e Pexomenayercsi Bcem nanuentaM ¢ OJIJI U3 rpynmsl BBICOKOTO PUCKA U IIPU
pennauBe 3a00JIeBaHMs, a TAKXKE X cuOIuHram omnpeneneane HLA-aHTHreHOB ¢ 1ebio
MOUCKA MOTeHIMaabHoro JoHopa KM [47,48].

Yposenb yoeaureabHocTH pekoMenaanuii — C (YpoBeHb JOCTOBEPHOCTH

JI0KA3aTeJbCTB — 5).
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e PexoMeHnayercsi BceM maiueHTaM KOHCYJIbTAIMS HEBPOJIOTA, 0 TaIbMOJIOTa,
OTOPHMHOJIAPUHTOJIOTA JUISl ONIPEIEIICHNUS COMAaTUYECKOT0 CTaTyca MalrueHTa U TUarHOCTUKU
comyTcTBYOIIEH naronoruu [1,2,4,5].

YpoBennb yoeaurebHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

e PexoMeHnayercsi KOHCYIbTAIMS THHEKOJIOTA JJIS )KEHIITUH U YpOJIoTa JIJIst
MY>KUYHUH C LIEJIbI0 BBISIBICHUS COMAaTHUECKOT0 CTaTyca MallMeHTOB U PEIISHUs BOIIPOca O
HE0OXOIUMOCTH OBAPUOMNPOTEKIIUU UM KPUOKOHCEPBAIMH raMeT (OOLIUTOB,
cnepmarozonion) [1,2,4,5].

YpoBennb yoeaurebHOCTH pekoMenaanuii — C (YypoBeHb 10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

KomMmeHnTapuu: nesvinonnenue yKazanHulx npoyeoyp u Memooos 00Cie008ans.
B03MOJNCHO MOILKO 8 KPAUHUX CTYUAAX, KO20A NAYUEHM HAXOOUMCSl 8 MEPMUHATILHOM
COCMOSIHUY NPU NOCMYNIEHUU 8 CREYUATUSUPOBAHHOE YUPEHCOeHUEe UTU €20 COMAMUYeCKUll
cmamyc maxkos, Ymo HUKaKo20 Cneyughuueckozo ieueHus blNOIHAMbCS He 6y0em — MmobKo
nanIuamueroe, Ui, eciu nayueHm omxazoléaemcs om o06cie008aHus U 1e4enus, 4mo OO0IHCHO
ObIMb 3A00KYMEHMUPOBAHO 8 UCTNOPUU DONIe3HU.

e PexomeHnayercss GepeMEHHBIM JKEHIIMHAM BBITIOIHATH MOJHBIA 00BEM
nuarnoctrdeckux uccnenpoBanuii npu OJUJI, kak u 'y HeOepeMeHHBIX, KPOME BBITTIOTHCHHS
CTaHJIAPTHBIX PEHTTEHOJIOTUICCKUX METOIOB 00CIeIOBaHUS (CM. KITMHUYECKHE PYKOBOICTBA
10 BEJICHUIO OepeMEeHHBIX NaIueHToK) [1,49].

YpoBenb yoeaureabHoCTH pekoMeHAanuii — C (YypoBeHb JOCTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

KommenTapuu: ¢ ouaznocmuueckou yenvio npu bepemeHnocmu yeiecooopasHo
npuMeHenue MacHUMHO-pe30HAHCHOU momozpaguu u Y3HU, 6 mom uucie 1e204Hot MKAHU.

e PexomeHayercss mpu pa3BUTUU WHQPEKIHUOHHBIX OCIOXXHCHUH BBITOJHCHUE
HEOOXOJUMBIX JIsi JUArHOCTUKM ouara uHpexkuuu mnponenyp obcmenosanus (Y3U, KT,
MUKpoOuoiornyeckoe  (KyJlbTypalbHOE) HCCIEJOBAHME KpPOBH Ha  CTEPUIIBHOCTB;
MUKpOOHOJIOTHYeCKOe (KYJIbTypalbHOE) UCCIEIOBAaHNE MOYHM Ha OaKTepualbHbIE MATOTEHBI;
MUKpOOHOJIOTHYECKOe (KYJIBTYpallbHOE) WCCIEAOBAHUE OTICISIEMOrO0 U3 TIOJNOCTH PTa;
WCCIICIOBAaHNEC MHUKPOOHMOIIEHO3a KHINCYHHWKA (IUCOAKTEpHO03) IS YTOYHEHHUS XapakTepa
MH(pEKINH U BRIPAOOTKU aJIeKBaTHOW TaKTUKH JieueHus [27].

Yposenb yoeaureabHocTH pekoMeHAanuii — C (YypoBeHb JOCTOBEPHOCTH
JI0Ka3aTeabCTB — 4).

JuHamuyeckas oeHKa YQPPEKTHBHOCTH Tepanuu
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e Pexomenayercsi BceM TMalMEHTaM Ha dTanax HWHAYKIUA U KOHCOJMJIALUU
KOHTpoJIbHOE uccienoBanue KM (momyuenue unurtonoruyeckoro mpemnapara KM myrem
MyHKIUU (CTepHAlbHAs MYHKIUS) H I[HUTOJOTHMYECKOe ucclefoBaHnue Mazka KM
(MuenorpaMma) M3 CTEPHAJBHOTO IIYHKTaTa) BBIIOJHATH IE€PEJ HAYyajJOM Ka)J10ro
nocyienyromero sramna (onTuManbHO) b0 1 pa3 B 2 wmecsna (He pexe!) C 1enblo
BepuUKallUK CTaTyca MalMeHTa MO 3a00JIeBaHUIO (PEMUCCHSI, PE3UCTEHTHOCTb, PEIUIUB,
nporpeccus) [1,2,4,5,12].

Yposens yoeautenbHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

e PexomeHayercs mnarpieHTaM Ha (OHE MOIJIEPKUBAIOIICH TEPaUH ITOBTOPSTH
MOJIyueHUEe LUTONIoTHYecKoro npenapara KM myrem myHKiuuM (CTepHanbHas MyHKIUS) U
UTONIOTHYEeCcKoe uccaenoBanue Mazka KM (MuenorpamMma) u3 cTepHasIbHOTO MyHKTaTa 1 pas
B 3 MecsIa B TeUeHue 2 JIET U B JaJIbHEHIIIEM, TIOCIIe CHATHUS C JICYCHUS, KK IbIE TTOJIr0/1a 10
3 neT HAOMIOJCHUS C IENbI0 Bepu(HUKAIMKM cTaTyca MalMeHTa Mo 3a00JeBaHUI0 (peMuccus,
peuuaus) [1,2,4,5,12].

YpoBenb yoeaureabHoCTH pekoMeHaanuii - C (YpOBeHb J10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

Kommenrtapuu: cmanoapmusoeannvie epemennvie mouku e3amusi KM neobxooumsi npu
monumopunze MODB. Monumopune MOB sensemcs KiouegblM UCCIE008AHUEM 680 6CEX
coepemennvix npomoxonax nedenus OJIJI. B Vzbexucmane, 20e KU ewe ne nposodsmcs,
peKomMeH008ams Ccmanoapmu3o8antviil monumopure MOB u npunumams mepanesmuueckue
peutenus 8 3a8UCUMOCMU OM NOJYYAeMbIX NoKazamenel npeocmasiiemcs npeicoespemMeHHbIM.
Omo ceazano ¢ mem, umo 8 Ooxvwuncmee cayuyaee npoepammel  mepanuu  OJIJI
Moouguyupyromes, He coba00arOmMcs NPUHYUNDBL «003d — UHIMEHCUBHOCTIb Y, UHMEPBAIbL, 8 psde
cryyaee  OMCymcmeylom — NnpedyCMOMpeHHble  KOHKPDEMHbIM — NPOMOKONIOM — Npenapambl.
Onpedenenue MOB Heobxooumo 0ns peutenusi 8onpoca 0 UYenecoooOpa3sHoOCmu 6blNOJHEHUs
MPAHCRAAHMAYUYU ANTO2EHHBIX 2eMONOIMUUECKUX CMB0108blx Kiemok (danee — anno-11'CK).
Ilosmomy npedcmaensemcsa pasymuvim écex nayuenmog ¢ OJIJI, komopvle He 6KIIOUeHbl 8
koumpoaupyemvle KU, paccmampusams 6 xawecmee kaHouoamos 0/ MpaHCHIAHMAYUY AL10-
TI'CK, ocobenno ecnu peuv uoem o poOCmeeHHol mpancnIaHmayuu.

Monumopune MOB y nayuenmos c¢ Ph-nosumuenviv OJIJI saensemcs Kuouesvim
yenosuem aevenus ona BCEX (!) nayuenmos u 6 ycnosusx PY3, nockonvky 3mo Hanpamyo
CB8A3AHO ¢ mpeboB8aHuemM PeKoMeHOayull no CMeHe MUPO3UHKUHA3HO20 uHeubumopa (oanee —
UTK) 6 cnyuae nedocmuoicenus monexynsipuozo omeema [1,2,50].

MOb
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B nacmoswee epemsi cmanoapmom monumopunea s¢gpgpexmusnocmu nevenus OJLJI cman
MOHUMOPUHE OCMAMOYHOU onyxonesol nonyasyuu kiemox (MOB) ¢ nomowwio memooos
NPOMOYHOU YUMOMEMPUU U/UTU MONEKVIAPHO-OUONOSULECKUX MemOo008. YKazanHbie Memoobvl
obnadarom 6viCoKOU uyecmeumenvHocmoio (oonapyocusaemes 1 neiikemuyeckasn knemxa na 10%
6 HOPMANLHBIX 2eMONOIMUUECKUX KIENOK) U C UX NOMOUbIO MONCHO OMCIENCUBATb 6 OUHAMUKE
cyobby netikemuueckozo kiona. Obnapyscenue MOB nocie yumocmamuuecko2o 8030elcmeust
AGNAEMCA  CAMBIM — MOWHBIM — NpocHOcmudeckum  ¢pakmopom vy nayuenmos ¢ OJLI,

ceudemeﬂbcmeyiou;ww 0 HeobXoouMocmu  UMeHeHUs mepaneemu%cxoﬁ makmuku u

npumenenus 6 npocpamme aedenus anno-TI'CK.

MeTtoasl onenku MOb

Paszpabomano necxkonvko memooos oyenxu MOB npu OJIJI. Omu memoovr omauuaromes
no  mMpyooemMKoCmu, 6pPEeMEHHbIM 3ampamam, HPUMEHUMOCMU 6 OMOeNbHbIX CUMYayusx,
YYBCMBUMETbHOCMU, CMOUMOCIMU U HeKomopuim Opyeum acnekmam. Camoe 8adxchoe 6
uccnedosanuu MOB — smo mHo2oKpamuoe ucciedoganue, OYeHKd 8 OUHAMUKe, C MmeyeHuem
8pemeHuU.

Kax yorce ommeuanoce panee, memoowr oemexkyuu u monumopunea MOE nozeonsom
oyeHusamv 3QPHexmueHoCmb NPOBOOUMO20 JleueHUsi Ha MoneKyasipuom yposne. Oyenka MOB
ocywecmensemcas TOJIPKO 'y nayuewmos, y KOMOpbIX NONYYEHA NOIHASL  KIUHUKO-
2emMamono2uieckas pemuccusl.

e Pexomenayerca wmonHutopuHr MODB ocymiecTBIATE METOJOM MNPOTOYHON
uromerpuu u/miu Metogom [P, To ecth TeMu MeToaMu, Y KOTOPHIX YyBCTBUTEIHHOCTh
cocrapyisieT He MeHee 107 (T. €. BO3MOKHOCTD OIPEAEIUThL OJHY OIYXOJIEBYIO KIETKY Ha 10
000 HOpMAaBHBIX) [51,52].

YpoBennb yoeaurebHOCTH pekoMenaanmnii — C (YypoBeHb JO0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

KommenTapuu: ne pexomendyemes ocywecmenamo monumopurne MOB memooom FISH
U MEemoooM CMAaHOapmHo20 yumozeHemuyecko2o ucciedosanus. Ilpu oyenke MOPB y nayuenma
HeoOX00UMO NOIbL308AMbCS MONLKO OOHUM U3 Memoo08 Ol NPUHAMUSL Mepaneemuieckux
peutenuti, npu 3mMoM MOHUMOPUHZS OOINCEH OCYWECmBISAMbCs ¢ Nepevix OHell mepanuu U
8bINOIHAMbCA 8 00HOU Kabopamopuu. Ananuz MOB evinonnsemcs 6 oopazyax KM.

BpemeHnHble TOUKH MOHUTOPUHIA

B pasnvix KU kntouegvle mouku ucciedosanus MOD, onpedensiowue npoenos, u
COOMBEMCMBEHHO, UBMEHEeHUue Ccmpamecuy mepanuu, HecKoIbko omauyaromcea. B yenom

uccineoosamernu OYyeHuearont ocmamoydHyro NnonyAAyuro Onyxojiesoblx KilemoK 6 KOHUe 1-1
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UHOYKYUOHHOU ¢haswl (6-51 Hedens om Hauwania mepanuu) u Ha smane KoHconudayuu (12—16
Hedenb om Hauana mepanuu). [Ipeocmasnsiemcs yenecooOpaAsHLIM UCNONIL308AMb BPEMEHHbLE
mouku oyenku MODB y nayuenmog 6 coomeemcmeuy ¢ UCnOnIb3yemMblM NPOMOKOIOM JledeHusl U
MOJIbKO NpU YCILOBUU €20 A0eK8AMHO20 6blNONHeHUs (Hemeykas epynna — 10 u 16 Hedenw,
¢panyysckas — 6 u 12 wuedenv (6-11 Hedens Oas onpeoeieHuss MAKMUKU JleueHUs),
Benuxoopumanus — 10 u 15 neoenv, Umanus — 10—16—22 neoenu (22-s nedens 015 onpeoenerust
MAaKMuKY jie4enust)).

Ilpu ucnonvzosanuu npomoxona poccutickou ucciredogamenvckou epynnol « OJIJI-2009»
oopasyvt KM ananusupyiom na 10-1i u 16-ii hedene mepanuu.

Pexomennanyuu no moautopunry MOB

o Pexomenayercs BCEM MalKueHTaM nocJne TpaHCIIaHTalUU
OCYyIIECTBJIEHUE MOHMTOpHHra TpaHckpunta pl90 wumm  p210  mocpenctBom
konuuectBeHHOM [ILIP B peanbHOM BpeMeHH, KOTOpas I0JDKHA KOMOWHHUPOBATHCS CO
CKpUHUHIOM Ha mpenMeT myTauuiit BCR::ABL nomeHa TUPO3UHKHHA3 (MOJIEKYJISIPHO-
TeHETUYECKOEe HCCIE0BaHUE TOUYeYHbIX MyTanuii reHa BCR::ABL (XuMepHBIH TeH,
o0pa3oBaHHBIH CIMSHHUEM O0JacTU KiacTepa pa3pblBOB Ha 22 XpoMOCOME U TIeHa
TUPO3UH-KMHA3bl AOenbcoHa Ha 9 XpOMOCOME) METOJIOM NIPSMOTO CEKBEHHPOBAHWUS) B
ClIy4ae NoJI03peHUs Ha Pe3UCTeHTHOCTS [S50].

YpoBenb yoeaureabHoCTH pekoMeHAanuii — C (YypoBeHb JOCTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

e He pexomenayercss BbINONHAT, MoHUTOpUHT MObB mnpu HecoOmoaeHUN
1poTokosioB. Monutopuar MOb umeeT 3HaueHue TOJIBKO MpU NpoBeACHUM afekBaTHOU XT
COTJIACHO BBIOPAaHHOMY MPOTOKOIY, TIPU COOJIIOJICHHH MPHUHIIUIA «032 — WHTEHCUBHOCTDY,
WHTEPBAJIOB W ATAIOB JieueHus [53].

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB —4).

e Ouenka MODbB y manuMeHTOB MOXKET OCYIIECTBISATHCA Pa3HbIMU METOAAMH, HO
o0s13aTenpHO pekoMeHnayercs [51,52]:

e OmpeiesicHHE JIEWKO3CMEIU(PHUECKUX MAapKEpOB, MNAIMEHT-CHEIH(PHISCKIX
KJIOHAJIBHBIX TTEPECTPOeK, a0eppaHTHOTO MMMYHO(EHOTHIIA 10 Hayajla TeParuy;

e MPOBEACHUE MOHUTOPUHTA TUOO OJHUM M3 METOJIOB, JTMOO OJTHOMOMEHTHO JIByMS
(He yepemdys, HE 3aMEHSsIs OJIUH APYTUM);

* BBINIOJIHEHUE MCCJIEOBAaHUS B OJHON J1a00OpaTOpuUu COTJIACHO PEKOMEHIYEMbBIM
CTaH/IapTU30BaHHBIM I10/IX0/IaM B YETKHE CPOKH, IIPEITyCMOTPEHHBIE IPOTOKOJAMH IIPH UX

aJICKBaTHOM HMCIIOJTHCHHH.
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Yposenb yoeaureabHocTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH

JI0KA3aTeJbCTB — 5).

3.3. lluToxumMuyeckas xapakrepuctuka JumMpoodaacToB (1ocrarouno 1

HCCJIe0OBAHUE).
Muenonepokcuasa. OtpunarensHas.
CynaH 4epHbIi (JITUIHIBL). OtpunarenbHas.

PAS peaxnus (peakuus Ha

TJIMKO3aMHUHOTJIMKAHBI C PCAKTHUBOM

[udda).

[TonoxurenpHas, KpyIHOTpaHyJIApHAs.

o — HaTHIIdCTEpa3a.

OTtpunarenpHasi.

Xnopareraracrepasa.

OtpunarenbHas.

3.4. InarnocTnyeckne kpurepuu [13].

Mopdonorus. KOCTHBINA MO3T U
nepudepudeckas KpoBb.

LlepeOpocnuHanbHast KUIAKOCTD.

JInmpounausie/nequd hepentiupoBaHHbIC OJACTHI
(>20% mopakeHHst KOCTHOTO MO3Ta).

nopaxxenue [THC.

NmmyHodeHoTunmpoBaHue.

MIIO.

Mapxkepsl B-nuaun: CD19,
CD79a, cCD22 (ue menee 2); apyrue:
TdT, CD10, CD20, CD24, cIgM, slg
(kappa wim lambda).

Mapxkeps! T-nmuaun: ¢cCD3; apyrue:
TdT, CDl1a, CD2, CDS5, CD7
CD4,CDS, TCR o/ or y/9.

MIIO orpumnarenshsiii; B/T mapkepst >20%
(CD3, CD79a>10%)).

B-OJUI: Pro-B/B-I (CD19/CD79a/cCD22+)
Common/B-II (CD10+/cIgM—) Pre-B/B-III
(cIgM+/slg—) Mature-B/B-1V (slg+).

T-OJUJI T-lineage OJIJI: Pro-T/T-I (cCD3/CD7+)
re-T/T-1I (CD2/CD5) Cortical-T/T-IIT (CD1a+)
Mature-T/T-1V (CD3+/CDla-).

Huroreneruka/FISH/OT-IILIP.

OJUI ¢ HeGnaronpusTHBIMHM KJIIMHUKO-
ouonornueckuMu ocooeHnoctsamu: Ph+ OJIJI,
t(4;11)+ OJIJL, t(1;19)+ OJIJL, ngpyras uuroreHeTuKa

BBICOKOI'O PHCKa.

Eciau B 1euyed0HOM YUYpPECKIACHUU ONPEACTICHUEC JAaHHBIX MOJICKYJJISPHBIX aHOMAJIHH

HEBO3MOKHO, HEOOX0IHMO COXPAHUTH MaTePHAJ HCXOHOT0 THATHOCTHYECKOT0 00pa3ia
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JJIS1 BO3MOYKHOT'0 €r0 MOJIEKYJISIPHOT0 AHAJIM3a B IPYroi J1a00paTopuu nmocJjie noJy4eHus
MOJHBIX IUTOTeHeTHYEeCKNX JaHHbIX!!!
3.5. UucTpyMeHTaJIbHBIE HCCJIEI0BAHMS:

VY3U opranoB OproIIHOM MOJOCTU U CEJIE3EHKU: YBEIHMUEHUE Pa3MEPOB IIEUEHH,
CEJIe3EHKH;

VY3U nepudepudeckux U BHYTPUOPIOMIHBIX TUM(OY3JIOB: YBEJIMUYECHHUE Pa3MEPOB U
W3MEHEHUE CTPYKTYpPhl TUM(OY3JIOB;

KT rpynHoro cermenTa: HHQMWIbTPATUBHBIE U3MEHEHUS JIETOYHOM TKAHU, YBEJIMUEHHE
pa3MepoB BHYTPUTPYAHBIX TUMGPOY3IIOB, OPraHOB CPEAOCTEHUS;

OKI': HapylieHre npoBOAMMOCTH UMITYJIbCOB B CEPACUYHON MBIIIIIE;

OxoKI': mpuznaku cepaeuno HegocrarouHocT (PB<60%), cHikenue
COKpPAaTHMOCTH, TUACTOINYECKast TUCPYHKIUS, JTIeTOYHAsI TUTIEPTCH3HSL, TIOPOKH U
pEeryprutanuy KiarnaHos;

OI'IC: mpusHaku 330Qarura, ractTpura, Oynb0uTa, 1yoaeHUTa (IOBEPXHOCTHBIH,
KaTapaJibHbIH, 5pO3UBHBIH, I3BEHHBIH).

JAuarnocTuyeckue aaroputmbl OJLJL.(Tadauua)
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OcCHOBHBIE HCCJICTOBAHNS.

® OAK c nelikonuTapHOi (GOPMYIION U OTIPECIICHUEM KOJIMYECTBA TPOMOOITUTOB.

[uTomornyeckoe ucciaeI0BaHNE KOCTHOTO MO3Ta (MHEIIIOrpaMMa).

NMMyHODEHOTHITPOBAHUE KIIETOK KOCTHOTO MO3Ta: JIUIsl YCTAaHOBJICHUS BapHAHTA
3a00J1€BaHus, B 3aBUCHMOCTH OT HAJIMYHUS U BBIPAKEHHOCTH IKCIIPECCUU
OTMpe/IeJICHHBIX aHTUTCHOB:

— AnTureHsl, crietuduaabie 1 B-mumdobiacro — CD10+, CD19+, CD79a+,
cCD22+, sCD22+, CD24+, PAX+, TdT+, Bo3moxHna sxcrpeccus CD34+, CD20+;
— AHturensl, cnenuuyasie 111 T-mumdoobiaactop — CD1a+, CD2+, CD3+,
CD4+, CD5+, CD7+, CD8+, CD34+ [2].

[uroxuMuyeckoe nccie10BaHUEe KOCTHOTO Mo3ra - PAS-nonoxurensHble rpaHyJibl;
muM(pOoOIaCThl HETATUBHBI B PEAKIIUU HA MHUEJIOTIEPOKCHIa3y U Ha IPYTHE
MUEJIOUIHBIC TUTOXUMHYECKHUE PEAKIUH, ONPEICISIOTCS Kak Heau(depeHuupyeMsblie.

CNnMHHOMO3T0Basi MyHKIIUS ¢ IUTOJIOTUYECKUM HCCIIEIOBAHUEM KIIETOK

CIMHHOMO3T'OBOM KUIOKOCTHU AJIA BBISABJIICHHUA HeﬁponeKosa.

T'eneTnueckue uccjaen0BaHuA

CrangapTHOE IUTOTEHETUYECKOE UCCIIEIOBaHHE KOCTHOTO MO3Ta (HCCIeI0BaHUE HE
menee 20 meradas).

HccnenoBanue MeTooM (IyopeclieHTHOM in situ THOPUAN3AINY, BKITFOYAsT 30HIbI
JUIS OTIPE/ICJICHNS OCHOBHBIX PELIMINBUPYIONINX T€HETHUECKUX aHOMAIIHIA; JIJIs
onpexaenenus tpancnokanuu t(9;22) (q34; q11) - BCR::ABL u t(4;11) - MLL-AF4 ¢
B-kiterounbivu OJIJT u OJI cmemianHOTO (heHOTHITA, B CIIYYasixX, KOTJa METO/
CTaHJAPTHON IIUTOTEHETUKH HEMH()OPMATHBHBIH.

OT-IILP nns onpenenenus tpanckpunta BCR::ABL1 npu B-Bapuante
(KOJTMUECTBEHHOE MJTM KaYeCTBEHHOEC), BKIItOUas onpeaeieHrue Tpanckpunta (p190, p210).
NB! Ecnu B 7ned4eOHOM y4YpEXKICHUU ONPENCIICHUE IaHHBIX MOJCKYJISIPHBIX aHOMAJIHI
HEBO3MOXHO, HEOOXOJIMMO COXPAaHHUTh MaTepUa UCXOIHOTO JTUArHOCTUYECKOTO oOpasua Juis
BO3MOXXHOT'O €r0 MOJIEKYJISIPHOTO aHalli3a B APYroi maboparopuu MOCie MOTYYEeHHS MOJIHBIX

OUTOICHCTUYCCKUX JAaHHBIX.

I_IOHOJ'[HI/ITGJII)HLIC HCCJICI0BaAHUA

I'ucronormueckoe uccnepoBanue ounonrara (rpedeHb MOB3IOUTHON KOCTH) — IIPH
MTOJIyYEHUH «CYXUX» ITYHKTATOB.

KT w/umn AMPT rpyaHoro cermenTta, OpIOIIHOTO CErMEeHTa, TOJIO0BbI, MaJIOro Taza
(10 mOKa3aHMUAM C KOHTPACTOM) - OLICHKAa Pa3MEpOB, CTPYKTYPbl HHPUIBTPUPOBAHHBIX OPTaHOB,
Ha4yne oOpazoBaHuii u cBoOomHoi xuakoctn. KT/MPT romoBel ¢ KOHTpacTom IpH

HEBPOJOTUYCCKUX CUMIITOMAX.
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COop xanob, anaMHe3a — HATHYUE U BpeMs nosiieHus. OrieHka o0miero
cocrosiaus (ECOG / BO3).

buoxumuueckuit anaim3 KpoBH (TIII0K03a, HATPUA, KAJIUM, KAJIbIIMM, KPEaTUHHH,
acnaptat aMmHHOTpaHcdepasa, aTaHuH aMUHOTpaHcdepasa, menodHas dpocdarasa,
JIAT, OunupyOuHbI, MOYEBHHA, OOIIHI OEJIOK, MOUeBasi KUCIOTa, KpeaTHHUH). J{71s
omnpeAeseHus: CUHApoMa u3uca onyxonu: JIJI', moueBas kucnoTa, Kaluid, KaabLU,
docdop.

Koarynsmuonnsle TecTbl: MPOTPOMOMHOBOE BpeMs, MEXAYHApPOJHOE HOPMAM30BAHHOE

OTHoIIeHne, GUOPUHOTEH, aKTUBUPOBAHHOE YACTHYHOE
TPOMOOITACTHHOBOE BpeMs, JI-mumep.

OO0mwmit aHamm3 MoYM (MOXKET HAOIIOAAThCs TEMATyPHs).

[TP Ha BupycHbie nH(MEKINH (BUPYCHBIE TENATUTHI, INTOMETATIOBUPYC, BUPYC

MIPOCTOro repreca, Bupyc Jmnmreiina-bapp, Bupyc Varicella/Zoster) BUY.

I/IHCprMeHTaJIbeIe HCCJICI0BaAaHUA

¥Y3U opranos OproLIHOM M0JIOCTH U CeJle3eHKH — YBEJIMUEHNUE Pa3MEPOB NICUYEHU,
cesie3eHKU. Y3 MOIIOHKH 110 IOKa3aHUsAM.

Y3U nepudepnyecnx 1 BHyTPHOPIOMHBIX JUM(OY3J10B — YBEJIUUEHUE PA3MEPOB
Y U3MEHEHHUE CTPYKTYPHI TUM(OY3IIOB.

KT rpyanoro cermeHTa — HH(QUIBTPATUBHBIC N3MEHEHHS JIETOYHON TKaHH,
yBEJIMYEHUE pa3MEPOB BHYTPUTPYIHBIX JTUM(OY3II0B, OPraHOB CPEAOCTEHHUS.

IKT - HapymeHne NpoBOAUMOCTH UMITYJIBCOB B CEPACYHOM MBILIIIE.

IxoKT - npusnaku cepaeunoit Henocrarounoct (OB <60%), cHIKEeHNE
COKpPaTHUMOCTH, TUACTONINYECKas TUCHYHKIHS, JTeTOYHAs TUIIEPTEH3HS, TIOPOKU U
perypruTanuy KJarnaHoB.

®I'AC - npusHaku 330(arura, racTpura, 0yapouTa, 1yoeHnTa (IOBEpXHOCTHBIH,

KaTapaJibHbIi, SpO3UBHbIH, SI3BEHHBIH).
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JAunarnocTuyeckuii aaropurtm [14-16].

| Coop xanob, anamuesa

‘ .| PusuKagbHOE 00CIEIOBaHIE (BO3MOXMKHET Jlm{(boancnonamx.
CIVICHOMET /I, OTEKH H .Ip)

L 3

[ ﬂaﬁopa'mpnble HCCIe10BAHHA ]
5 HIICT[)ymeIITaJlLllLle Hec/Ie10BaHHA
OAK Bo3MOKHEI

7 '
nefikounTo3/ TefikoneHns, \ / \

amMdonnTos/ mmdoneHns, IByx,
TpexpocTKOBas LHTOMeHN, V3H opranop dpromHoil moaocTH — yBeluIueHne
OracTemis paiMepos neveni, cenesenkn. Y3 momonxki no
BXAK uame peiapigercs MOKa3aHHAM.
nossimenne JIT, UMD, CPb Y3H nepndepuuecnx n BHYTPHOPHOIMHBIX
Mueaorpamma >20% AumdoyIoB — yBedite e pa3MepoB If 13MeHe e
mmdpob1acToB KOCTHOTO MO3ra CTPYKTYPBI M OY3TI0B.
Hymynodenornnupopanne KT rpyanoro cermenTa — HH(IILTpATHBHbIE
II3MeHeHA J1erouHoll TKaHil, yBeIIueHne pa3Mepos

KJI€TOK KOCTHOIO MO3ra
BHYTPHIPYAHBIX THIMPOY3I0B.

CHHHHOMO3TOBAS NYHKIHA
{ Jnarnos YCTAHOBJICH: Bblﬁl)[.l TAKTHKH TepanHH ]‘

I'eneTnueckne uceien onmms/

3.6. lughpepenyuanvnuiit ouaznos [17-19].

JAunaruos OobocHoBanue 114 ObcaenoBanus Kpurepun
auppepeHnuaIbL-HOM HCKJII0YEeHUs
AMATHOCTUKH AHATHO3A
budenorunmuec- | CmemaHHbII Huronornyeckoe Onenka 6a10B 1o
KM OCTPBIN UMMYHO(eHOTHIT UCCIIEJ0BaHUE LIKAJIe
JIEUKO3. HOIMYJISIIUK OIaCTHBIX | KOCTHOTO Mo3ra. UOT BO3, EBponelickoit
KJIETOK. KOCTHOT'O MO3Ta TpYHIIbI
Koskcnpeccus Ha IPOTOYHOM MMMYHOJIOTHYECKOM
TUMQOUIHBIX UTOQITFOOPUMETPE XapaKTepUCTUKU
MapKepoB. (maHenp OCTPBIX neiikemuit (EGIL).
JICHKO30B).
JInmdoma JImmdomnpomudepa- [uromornyeckoe Bonpimoe komudaecTBo
XOJIKKUHA. TUBHBINA CUHJIPOM. HCCIIEIOBAHUE KOCTHOrO | Kietok BIII,
Hexomxkunckue Mo3ra, TUM(OY3JI0B. 303UHO(DHIIOB U
TUM(OMEI ¢ HNOT kocTHOTO MO3TAa. rPaHyJIOLUTOB, IPU
MuEN0huOPO30M. I'ucronornueckoe u NDT CD30u CD15
Jleliko3 u3 MMMYHOTUCTOXUMHUYECK | MO3UTUBHBI. OUaroBas
OOJIBILIINX 0€ UCCJIeJOBaHUS win quddy3Has
IpaHyJIUPOBAHHBIX KOCTHOT'O MO3ra. npoaudepanus
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TUM(OIUTOB.

TUMQOIIMTOB W/ UITH

MPU3HAKU
muenopuoposa.
XMJI, 6nacTHBIN bnacTHbie KEeTKH B Ilutonoruueckoe, 3HaunTeIbHAS
KpHU3. nepudepuIecKoi LUTOTCHETHYCCKOE CINICHOMET aJIHSl.
KPOBH WJIM KOCTHOM HCCIIE0BaHUE Hanuuue

MO3Te€.
YpoBeHb
JIEUKOIIUTOB>

10x10%1.

KOCTHOT'O MO3Ta.
HccnenoBanne
KOCTHOTO

mo3sra meroaoM FISH

(t9;22 BCR::ABL)

BCEX MEPEXOHBIX
dbopm
rPAHYIOLMUTAPHOIO
psana. OTcyTcTByeT
WICMKEMUYECKUI»
MIpOBaJl.
HeiitpodunsHbrit
JIEUKOIUTO3 CO
CIBUTOM

BJIEBO JI0 0J1aCTOB.
KocTHbIi MO3T
TUIIEPKJIETOYHbIN,
TUTIEPIUIA3Us
3PUTPOUTHOTO
pocCTKa.
Brisinenue
TPaHCKPUIITA

p190 no3Bosier

UCKIIOYNTE XMJIL.

XMII3, 6macTHbIH

KpH3.

JlelikonuTo3
(KomM4ecTBO
JEUKOIUTOB >11 %
10 °/m).
[Tanenmpyemas
CIUICHOMETaJIHsl.
[ToBeIlIEHUE YPOBHA

JUT.

HuTonornyeckoe
UCCJIEI0BAHUE
KOCTHOI'O MO3ra.
I'ucronornueckoe
UCCIIEI0BAHUE
KOCTHOI'O MO3ra.
MonekynsapHo-

TCHCTUYCCKOC

[Mpomudepanns n
aTHITUS
METaKapHOIUTOB,
COYeTaromasics ¢
PETHKYTMHOBBIM /WA
KOJIJIAr€HOBBIM
budpozom

KOCTHOI'O MO3ra, 1npu
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UccnenoBanne
nepugepudeckoi
KpPOBHU.
CrangapTHoe
LUTOT€HETHYECKOE
HCCIICAOBaHUE

KOCTHOI'O MO3ra.

OTCYTCTBUH
BBIPAKEHHOTO
PETUKYIUHOBOTO
¢bubposa
MTOBBIIIICHHAS
KJIETOYHOCTh
KOCTHOT'O MO3ra C
npoaudepanuei
KJIETOK
TPaHyJIOLUTAPHOTO
psAlla ¥ yTHETEHUEM
APUTPOITOI3A.
Jwucnnasus B 1 unu
Oosee

MHUETIOUIHBIX POCTKAX
Hanunuue myranuit

JAK2,

CALR unu MPL.
OMJL bnacTtHble KIIeTKH B Huronorunyeckoe, MIIO
nepuepudeckoi [Mutorenernyeckoe IIOJIOKUTEIIbHAS.
KpOBHU, KOCTHOM UCCJIEI0BAHUE Dkcnpeccus
MO3re. KOCTHOI'O MO3ra, MUEJIOUIHBIX
UMMYHO()CHOTHITHPOBA- | AHTUTEHOB
HUE Ha OJIACTHBIX KIIETKaX.
IIpomuenouurap- | [lanuuToneHus. I{uTonoruueckoe, NuadunpTpanms
HBIN JIEHKO3. bnactHbIE KJIETKH B IuTorenetTuyeckoe KOCTHOT'O
nepuepudeckoi UCCIIEIOBAaHHE Mo3ra OJactamu
KpOBU KOCTHOI'O MO3ra. (6onee 20%) 6e3
WM KOCTHOM MO3T€. oOHapyKeHUs
I'emopparnueckuit TUIIEPrpaHyIMPOBaH-
CHUHJPOM. HBIX IPOMUEIOLIMTOB

C MHO>XECTBEHHBIMU
najgoukamu Ayspa.

OtcyTcTBUE
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TpaHCIOKAUU
t(15;17)

(922; q12); rena PML
RARGo.

Jlumpoma
u3

KJICTOK MaHTUH.

JlumpoanenonaTus.
IIoBeimenue JIJII'.

BrisgBiienue 01actos.

NmmyHodenoTunmpona-
HHE.

I'mcronormueckoe,
I/IMMYHOFI/ICTOXI/IMI/IHGCK
o€ HCCIIeJOBaHHE.

[uroreneruka/FISH.

3penokIeTouHas
OIyXOJIb
HOAYJSPHBIH,
HOJZLyJISIPHO-

b dy3HBIH UITH
b Gy3HBIH TUTT
pocra.
[ToBepxHOCTHBIE
UMMYHOTTIOOYJIMHBI
xiaccos IgM u IgD,
HOJIO’KUTENbHBI Ha
CD20 u CD79a,
MOJIOKUTENbHBI HA
CDS5, CD43 u FMC7.
XapakTepHO
M0JIO)KUTEIBHOE
OKpalllBaHUE Ha
SIICPHBIN

mukinH D1.
Tpancnokauus

t(11;14)(q13;q32).

I11a3MOKIIETOYHEBI
7|

JIEUKO3

bnacTel B kOcTHOM
Mo3re,
nepudepuIecKoi
KPOBH.
MoOHOKIOHAJIbHAS
TUTa3MOIIUTaAPHAS
uHHUIbTpaIus
KOCTHOTO

Moa3ra.

NmMmmyHOXMMUYECKOE
UCCJIEJIOBAHHE
(uMmyHOpUKCaUs
KpOBHU, MOYH);
NMMyHOTITOOYIIMHBL;
HuTonornyeckoe
UCCIIEJIOBaHHE

KOCTHOI'O MO3ra.

Ilnazmaruueckue
KJICTKU B
nepupepuIecKoi
KpoBH (= 20% u > 2 %

10L)
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3.7. KpHTepHH AUATHOCTHKHU OCTPLIX JIeiiK030B €O cMeIllaHHBIM (l)eHOTI/ll'IOM B

Cco0TBEeTCTBMH ¢ KiIaccupukanueit BO3 [20]

Muenouanas aunust MPO (npotounasi TUTOMETPUS, UMMYHOTUCTOXUMHUS, ITATOXUMHS])
WIid MoHouuTouAHas auddepeHnupoBka (Mo KpaiHed Mepe 2 U3 MEpPEeYHCICHHBIX: 0~

HadTHIaneTaTICcTepasa, HHruoupyemas Hatpus propunom, CD11c, CD14, CD64, nu3onum).

T-numdonanas maunusa Huromnasmaruueckuit CD3  (uutoduiyopuMeTpuyecKu ¢
noMmouiplo anturena K e-uenu CD3; uMMyHOTHCTOXMMUYECKH (U1 MCCIEIOBAHMS MaTepuasa
TPEMAaHOOMOIICHU KOCTHOTO MO3ra) C TIOMOIIBI0 HECTCIHM(PUICSCKOTO MOJHKIOHATEHOTO aHTH-
CD3) win nosepxHocTHbIE CD3 (penko ucnonb3yeTcst A AUarHOCTUKH OCTPOro Jeikos3a

CMEIIaHHOTO ()EHOTHIIA).

B-immmdonanaa aunusa fpkas skcnpeccuss CD19 + onun u3 cienyromux MapKepoB:
CD79a, cytCD22, CD10; nnm cimabas axcrpeccust CD19 + spkas sxkcnpeccus Mo KpailHel mepe

JIBYX U3 IlepeuucieHHbIXx MapkepoB: CD79a, cytCD22, CD10.

4. Takmuka nevyenus Ha amoy1aMOPHOM YPOGHE:
[TarmenTam ¢ ycranoBieHHbIM ¢ Ph-HeratuBHEbIM (-) OJIJI ararao3oM moiep >KuBaroIiast
XUMHOTEpANnuss MEPKanTOIypUHOM M MeToTpekcaToM, Ais mnanueHtoB ¢ Ph+ OJIJI mpuem
WHTHOUTOPOB THUPO3MHKMHA3 MOXKET MPOBOIAUTHCS B aMOyJIaTOPHBIX YCIOBUSX, IO KOHTPOJIEM

HIoKa3aresiei o0IIero aHaan3a KpoBH.

Ha3panue npenapara PacyeTrnas no3a IMpumeuanust
MepxkanromnypuH. 60 Mr/mM2 BHYTpb €XKEJTHEBHO C KOPPEKLMEH
J103bI B 3aBUCUIMOCTH OT
YPOBHS JIEUKOIIMTOB U
TPOMOOIIMTOB.
Mertotpekcar. 20 Mr/mM2 BHYTPB 1 pa3 B Hezelno.

[lopnepkuBaroias Teparus COCTOUT U3 €KEAHEBHOIO ITpUeMa 6-MepKanTonypruHa u

eXKEHEACIbHO MeTOTpeKcaT. [IpoomKuTeIbHOCTS JieueHus 2,53 rojaa siBIIsIeTCs] ONTHMAJIbHOM.

I[oe.a MEpKAIITOITYprUHa U MECTOTPCKCATA KOPPUTUPYETCA B 3aBUCUMOCTU OT YPOBHSA

JIEHKOILIUTOB U TPOMOOITUTOB.

Yucs10 1eHKOUUTOB Yucsio0 TpoMOOIIUTOB Ho3a 6-MII
oonee 2,0x10%/n 6osee 100x10° /n 100%
or 1,0x10%1 o 2,0x10° /n ot 50x10° /i mo 100x10° /n 50%
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Megree 1,0x10%/n Menee 50x10° /n

[Tocne moarBepxkaenus auarno3a Ph+ OJIJI moka3zano HazHaueHue mpenaparoB UTK.

Ha3zeanue npenapama Ilpumeuanue
1-s qtunus umamunuoom 400-800mr/cyT GHYmpYb
2-7 TUHUA HUIOMUHUOOM 600-800mr/cyT GHYmPYb
2-7 MuHUA 6O3yMUHUOOM 500 Mr/cyTku GHYmPYb
3-a MUHUA 0A3aMUHUOOM 100-140mr/cyT GHYmpYb
3-a TUHUA NOHAMUHUOOM 45mr/cyT GHYmPYb

NB! Ilpenapatst UTK npuaMMaioT 1iuTensHO, 63 mepephiBOB (MIPH CHUYKEHUT

ToKa3aTejei KpPOBH WJIHU PA3BUTHUHU TOKCUYHOCTHU KOPPCKIUA ,I[OSBI/HepeBOI[ Ha JpYT'yrO JIMHUIO

TCpaliiu IIpOBOAUTLCA Bpa4OM I‘eMaTOJ'IOI‘OM).

Jiist otieHKHM 3P PEKTUBHOCTH TEpAIMH HEOOXOIUMO IMPOBOTUTH CBOEBPEMEHHBIN

MOHUTOPHHI I'€MATOJIOTHICCKHUX, UUTOICHECTUYCCKUX U MOJICKYJIAPHO-T'CHCTHYCCKUX

IIOKa3aTelen.

4.1 HeMeankaMeHTO3HOE JIeUeHHE:
Pexxum: o01ieoxpaHuTENbHBIIN;
Huera: cron Nel5 (oOmras).

4.2 MeaukaMeHTO3HOE JIeUeHHe:

IlepeueHb OCHOBHBIX JIEKapCTBEHHBIX cpeacTB (MMeromux 100% BeposiTHOCTh

IPUMEHEHUs):

JlekapcTBeHHast MexayHapoaHoe Cmoco6 YpoBeHnsb

rpynmna HeNaTeHTOBAaHHOE NPUMEHEeHHUs A0Ka3aTeJIbHO
HauMmeHoBanue JIC CTH

AHTHHEOIJIACTUYECKUE Mepxkanronypux Bnytps B

JIEKapCTBEHHBIE

CpeACTBa. Merotpekcar Bnytps A

TaprerHas Tepanusi. Nmatunu6d Bnytps A
Ja3atunu6 Buytpb A
Hunorunu6 Bnytps A
[Nonatuuun6 Buytps A

JlexapcTBEHHBIE CPECTBA, OnpancerpoH B\, BHYTpb C

oca0IIsroIe TOKCHIECKOe

IICUCTBUE

IIPOTUBOOITYX0JIEBBIX
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IperapaToB.

NB! [lononHuTENbHOE MEAUKAMEHTO3HOE JIEYEHHE POBOIUTCSI COOTBETCTBEHHO

MIPOTOKOJIaM JIEUEHUSI PA3BUBIIMXCS OCIOKHEHUM.

IlepedeHb 1OMOJTHUTEIBHBIX JEeKAPCTBEHHBIX cpeacTs (MeHee 100 % BeposiTHOCTH

NPHMEHEHHs):
dapmakoTepaneBTHYECKas MHH Cnoco0 npumMeHeHusi | YpoBeHb
rpymnmna JIEKAPCTBEHHOI 0 A0KA3aTeJbHOC-
cpeacTsa TH
AIMKIOBUD BnyrpusenHoe A
[IpoTtuBOBUpYCHBIE BBEJICHUE
JIEKapCTBEHHBIE CPEACTBA Baytps
l"anmuknoBup BnytpusenHoe C
BBEJICHHE
Bananuknosup Bnyrps B
JlexapcTBeHHBIE CPEACTBA, I'enapun BuyTtpusennoe C
BIIMSIOIIME HA CBEPTHIBAIOLLYIO [ToakoxHoe
CUCTEMY KPOBH BBEJICHUE
AMHHOKaIpoHOBAas BuytpuBenHoe C
KHUCJIOTa BBEJICHHE
I'yOxa MectHO C
remocTaTudeckas
Hanponapun [Tonkoxnoe BBenenue |C
OHOKcanapuH [HoaxoxuHoe BBenenue | C
AHTUUHTUOUTOPHBIA | BHyTpuBeHHOE C
KOAryJIsHTHBIN BBEJ/ICHHE
KOMILJIEKC
Oram3unar BuytpuBenHoe B
BBEJICHUE
Bnytps
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TpanekcamoBas BnytpuBenHnoe
KHMCJIOTa BBEJICHHE
Buxkacon BnytpusenHoe
BBEJICHUE
Bnytps
Awmporepunua B BuytpuBenHoe
[TpoTHBOTpHUOKOBEIE BBEJICHHE
JIEKapCTBEHHBIE CPEICTBA BopHKoHazost BHyTpHBEHHOE
BBEJICHUE
Bnytps
Nrpakonason Bnyrps
Kacnodynrun BuytpusenHoe
BBEJICHUE
MuxodyHTruH Buyrpusennoe
BBEJICHHE
D1yKoHa30I1 BnytpusenHoe
BBEJICHUE
Bnytps
AnunynadyHriuH BnyrpusenHoe
BBEJICHHE
[To3zakona3zon Bnytps
JlelikoBopuH BnyTtpusenHoe
JlekapCTBEHHBIE CPENICTBA, BBEJICHUE
0CJa0JIAIOIUE TOKCUYECKOEe JleKcaMeTasoH BHyTpHBEHHOE
JENCTBUE IPOTUBOOITYXOJIEBBIX BBECHHE
fiperapatos I'ma3nele Kamm
AnnomnypuHoi Bnytps
Mecna (Ypomurekcan) | BHyrpuBeHHoe
BBEJICHHE
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AHTHOAaKTEpHUATBHBIC CPEICTBA

[Tunepauuminx BnyrpuBenHoe
Tazo0aKTam BBEJICHHE
Odnokcanun BuyTtpusennoe
BBEJICHHE
AMuKanuH BuyTtpusennoe
BBEJICHHE
Lledomnepazon BuytpuBennoe
CyJIh0aKTam BBEJICHUE
I'enTamunun BnytpusenHoe
BBEJICHHE
MeTtponuniazon BnytpusenHoe
BBEJICHHE
Bankomunun BnyrpuBenHoe
BBEJICHUE
Nmunenem BnytpusenHoe
BBEJICHHE
Konuctumerar Hatpust | BuyrpuBenHoe
BBEJICHHE
Meponenem BnyrpuBenHnoe
BBEJICHUE
JInnezonung BnytpusenHoe
BBEJICHHE
JleBodnokcanun BnytpusenHoe
BBEJICHHE
Bnytps
LedTazunum BuytpuBenHoe
BBEJICHHE
Hedenum BnytpusenHoe
BBEJICHHE
[unpodaokcanux BnytpusenHoe
BBEJICHHE
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]_II/ITOTOKCI/I‘-IGCKI/IG n
AAbIOBAHTHBIC JICKAPCTBCHHLIC

CpeacTBa

OCHOBHBIE TPYIIIBI ITPETIAPATOB,
HNPUMEHSEMBIX JIIS
KyIHpOBaHUs 001n y

TEMaTOJIOTUYCCKUX IMAITMCHTOB

Bnytps

OpTraneneM BuyTpusenHoe
BBEJICHHE
CynbsameTokcazon BuytpuBennoe
/TpUMETOTIPUM BBEJICHUE
Bnytps
Bunkpuctun BnytpusenHoe
BBEJICHUE
Merotpekcar NHTtparekanbHOE
BBEJICHHE
[Mukmodochammn Buyrpusennoe
BBEJICHHE
Mepkanronypus Bnytps
I'mppokcumoueBrHa Bnytps
®nynapabuna ¢pochar BuyTpruBeHHOE
BBEJICHUE
[Tapaneramon BnytpusenHoe
BBEJICHUE
Bnytps
Juknodenak BnyrpuBenHoe
BBEJICHHE
Bnytps
JlexckeTonpodeH BnytpusenHoe
BBEJICHHE
No6ynpoden BuytpusenHoe
BBEJICHHE
Bnytps
Humecynun BnytpusenHoe
BBEJICHUE
Bnytps
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Tonmepuson Bnyrpusennoe A
BBEJ/ICHHE
[Iperabanun BnytpusenHoe A
BBEJICHHE
Tpamanon BnytpusenHoe A
BBEJICHHE
deHTaHuI Bnyrpusennoe A
BBEJ/ICHHE
Mopdun BnytpusenHoe A
BBEJICHHE
I'-KC® - rpanynouutapHsblit OwirpactTum IlogxoxxHoe BBeneHue A
KOJIOHUECTUMYJIUPYIOIIHI
daxTop (dakTopsl pocta)
OMIrouIrpacTum [TonkoxxHoe BBeneHnE A
NMmmyHOMOAYIMpYyIOILIHE NMMmyHOII100Yy1MH BnyrpusenHnoe A
YesoBeKa BBEJICHUE
HOPMaJIbHBIN®
Cpencta juist sHTepanbHOro U AnsOymun 20% BnytpusenHoe A
MapeHTEPATLHOTO MTUTAHUS BBEJ/ICHHE

3aMEHUTENH IJIa3Mbl U APYTUX

KOMIIOHCHTOB KPOBH

4.3 Xupypruueckoe BMEIIATEIbCTBO: HET

4.4 lanbHeiimee BegeHue [21]: mocne 3aBepiiieHus JIEYSHUS! COTIACHO MPOTOKOITY,
MAUEHTHI B TeUeHue 2,5-3X JIeT MoIy4aroT Mo Aep KuBarolyto Tepanuto. [Ipu yciosun
COXpPaHEHHUS peMHCcCUU 3a00JIeBaHus, TIOCTIE OKOHYAHUS MTOAIEPKUBAIOIIEH Teparuu,
MaUeHThl HaxoasTcs Ha «/1» yuére u Habm0aI0TCS Y TeMaToiora rno Mecty
JKUTEIBCTBA B TEYEHUE S JIET.

4.5 UnpmkaTopbl 3¢ (PpeKTUBHOCTH JieYeHUsI U 0e30NIACHOCTH MeTO/I0B IMATHOCTUKH

[22-25].

Craryc oTBerT. Kpurepumn 1151 oneHKH oTBeETA.
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https://www.rlsnet.ru/active-substance/immunoglobulin-celoveka-normalnyi-287
https://www.rlsnet.ru/active-substance/immunoglobulin-celoveka-normalnyi-287
https://www.rlsnet.ru/active-substance/immunoglobulin-celoveka-normalnyi-287
https://www.rlsnet.ru/pharm-groups/sredstva-dlya-enteralnogo-i-parenteralnogo-pitaniya-8
https://www.rlsnet.ru/pharm-groups/sredstva-dlya-enteralnogo-i-parenteralnogo-pitaniya-8
https://www.rlsnet.ru/pharm-groups/zameniteli-plazmy-i-drugix-komponentov-krovi-26
https://www.rlsnet.ru/pharm-groups/zameniteli-plazmy-i-drugix-komponentov-krovi-26

[Tonuas pemuccus.

®  OTcyTCTBUE HUPKYIHPYIOMHUX JIUM(OOIACTOB HITH
IKCTpaMETyJISIPHBIX TOPAKEHUM;

®  OrcyrcTBue MTMM(DAICHONATHH, CTUICHOMETAIHH,
UHOUIBTpaUU KOXU/neceH/Momonku/mopaxenus [{THC;
TpexnuHelHbI reMomnod3 u <5% 01acToB;
AGcomoTHOE KoudecTBo HerTpodmios > 1000 / Mk,
Tpomboruter > 100,000 / mk;

Her penuauBoB B TeueHue 4 HeNEmb;

OtpunarensHas MObB uyBCTBUTEIBHBIMU

MOJIEKYJISIPHBIMH 30HJIaMU (4yBCTBUTENBHOCTH >10—4).

[Tonmuas pemuccus ¢
HCITIOJIHBIM
BOCCTaHOBJICHHEM

aHaJIn3a KpOBH.

OTBeuaer BceM KPUTEPUSIM MOJTHON peMUCCHH, 3a

UCKITIOYCHHEM KOJMYECTBA TPOMOOIIUTOB HIIA a0COFOTHOTO
KOJIMYEeCTBA HEUTPOPHIIOB.

NB! onienka MObB He BkitoueHa B MOP(HOJIOTHYECKYIO OLIEHKY, HO

00s13aTENBHO TOJKHA OBITH OI[CHEHA.

PedpakrepHocts HeB03MOXHOCTB TOCTHKEHHUS MTOJTHOTO OTBETA MOCIIe

3a00JIeBaHUS. WHAYKIIMOHHOTO Kypca.

[Iporpeccus YBenuueHne kak MUHUMYM Ha 25% a0COI0THOTO Yncia

3a00JeBaHuUs. MUPKYTUPYIONINX 0JIACTOB WJIM OJJACTOB KOCTHOTO MO3Ta HITH
pa3BUTHE IKCTPaMEYJUIIPHON OONE3HU.

Pennus [ToBTOpHOE MOsIBIIEHHE OJAaCTOB B KPOBU WJIM KOCTHOM MO3T€

3a00JeBaHuUs. (> 5%) wnu B m0060M SKCTpaMEYyJUIIPHOM YH4aCTKE MOCIIE

MTOJTHOM PEMUCCHH.

Craryc oTBeTa

Kpurepun orBera npu HelipoJieiikose

Pemuccus.

JOCTHKEHUE OTCYTCTBUS TUM(POOIaCTOB B CHUHHOMO3TOBOM
KUJKOCTU HE3aBUCUMO OT KOJIMYECTBA JICHKOIIUTOB; Y
MAI[MEHTOB C JISHKOUUTAaMHU <5/MKJI B CIMHHOMO3TOBOM
KUJKOCTH C HATHIHEM JTUM(GOOIACTOB MU >5/MKIT B
CIIMHHOMO3TOBOM YKHJIKOCTH C HaTH4reM JTMM(OOIacToB Ha

MOMCHT IMIOCTAHOBKH AHMArHo3a.

Perumue IIHC.

orpesesieHue JIGHKOIUTOB >5/MKIT B CTUHHOMO3T'OBOM
KUJIKOCTH C HAJIMYUEM JII/IM(1)06JIaCTOB WJIN KIIMHUYCCKUX

npu3HakoB Jielikemuu [THC, Takux xak mapanud JMIeBOro
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HEpBa, MOPAKEHUE MO3Ta/TJIa3 WIN TUIIOTAIAMIYCCKHIA

CUHAPOM 0e3 IPYyTrux 0ObICHCHHM.

Kpurtepun orBeTa npu 3kcTpamMeayJIsIPHBIX NOPAKEHUIX:
* ¥3U unu KT men/rpyaHoro cerMeHTa/OproIiHOro CerMeHTa/OpraHoB Majioro Tas3a C
BHYTpUBEHHBIM KOoHTpacTupoBanuem u [I9T/KT no nokazaHusim.
5. MOKA3AHUSA JIJ5 TOCIIUTAJIU3ALIUA C YKAZAHUEM THUIIA
TF'OCIIMTAIU3ALINN:
1) moka3zaHus AJIsl IJIAHOBO# rOCNMTAIU3 AN,
® [lono3penue/ycranosnenue quarnosa OJI.
® [IpoBeneHNE KypCOB XUMUOTEPANTHH, TAPTE€THON TEPANTUU U MHBIX BUJIOB JICUCHUS.
® Jluarnoctuka peunausa OJUI.
® [IpoBeeHME rarIonJICHTHYHON/aUIOTeHHOW TPAaHCIIAHTAIIUH T€MOIIOTHYECKUX
CTBOJIOBBIX KJICTOK.
® KouTponsHoe o0cienoBanue nepen/mocie ramio/amio TKM.
® [IpoBeneHUE 3aMECTUTEIIBHON T€MOKOMIIOHEHTHOM TEPAIUU.
2) noKa3aHMs JJIsl IKCTPEHHOM rOCIUTAIU3ANUM.
® HeotnoxHuble coctosiHus y nanuentos ¢ OJIJI u npu nogo3pennn Ha OJI:
— neikonuTo3 0oaee 100 x109/n
— (ebOpunpHas nmuxopanaka U WHOEKIIMOHHBIC OCIOXKHCHHS Ha (OHE HEHUTpONEHUH
nocie kypca XT;
— reMOppParuvecKui CHHAPOM;
— TPOMOOTHYECKHUE OCIIOKHCHHSI;
—HE0OXOJMMOCTh MPOBEACHUS SKCTPCHHOW 3aMECTHUTEIBHOW T'€MOKOMIIOHCHTHOU
Tepanuu;
— Jpyrue CHUCTEMHBbIE HapyIICHHs, OOYCIOBIEHHbIE TEYEHHEM OCHOBHOIO
3a00J1€BaHUs UM PA3BUBIIKECS BCIEICTBUE MMPOBEICHHOTO JICUCHHUS.
6. Takmuka nevyenus Ha CMAUYUOHAPHOM YPOGHE:

[lepeueHb OCHOBHBIX JIEKapCTBEHHBIX cpeacTB (umeromux 100% BeposTHOCTh

MIPUMEHEHUS):

JlekapcTBeHHas rpynmna Me:xnyHnapoaHoe Cnoco0 Yposennb
HENATEeHTOBAHHOE | IPUMEHEHU JA0KA3aTeJIbLHOCT
HaMMEHOBaHHUe U
JIC

AHTHHEOIJIACTUYECKHE Mepxkanronypus Bnytps B
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JICKApCTBCHHLIC CPCACTBA.

MeroTtpekcar BuyrpuBennoe
BBEJICHHE
L-Acnaparunaza Bnyrpusennoe
BBEJICHUE
Huknodochan BryTtpuBenHOE
BBEJICHHE
Bycynbdan Bnyrpusennoe
BBEJICHUE
Tuorena BuyrpuBennoe
BBEJICHUE
Hucnnatun BuyrpuBennoe
BBEJICHHE
Bunkpuctun Bnyrpusennoe
BBEJICHUE
JayHopyOuunx Bnyrtpusennoe
BBEJICHHE
Jokcopyourua Bnyrpusennoe
BBEJICHUE
WNnapyounun Bnyrtpusennoe
BBEJICHHE
[urapadbun Bnyrpusennoe
BBEJICHHE
Onynapabun Bnyrpusennoe
BBEJICHUE
Hemnapabun Buytpusennoe
BBEJICHHE
Bboprezomud IlonkxoxxHoe
BBEJICHUE
Mendanan Buytpusennoe
BBEJICHHE
Jrono3un Bnyrtpusennoe
BBEJICHUE
Taprernas tepanus. Nmatuan6 Bnytps
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Hazatunn6 Buytpb A
Hunorunu6 Bnytps A
[Nonatuuun6 Buytps A
AcuiuMuHN0 BuyTpb A
Putykcumab BuyrpuBennoe A
BBEJICHUE
Beneroknaxkce Buytps A
brunotymomad Buyrpusennoe A
BBEJICHUE
HNuoty3zymab Bnyrpusennoe A
030raMuLuH BBEJICHUE
JlexapcTBEHHBIE CPENCTBA, OnpaHceTpoH B\, BHYTpB C
0CIa0JIAI0IIE TOKCUUECKOE JleitkoBopuH BuyTtpuseHHoe A
JEICTBUE IPOTUBOOITYXOJIEBBIX BBEJICHHE
IIpEIaparoB. [excameTa3zon Bnyrpusennoe A
BBEJICHUE
['ma3nble kanam
AJnonypuHoII BuyTpsb B
MecHa Bnyrpusennoe A
(YpomuTtekcan) BBEJICHUE

6.1 OcHoBHbIe npuHIUNBI XUMHOTepanuu OJIJI

Ilpu nobom npunyune xumuomepanesmuueckoeo 6ozoeticmeusi 6 aedenuu OJI/I
cywecmeyem HeCcKONIbKO OCHOGHBIX 3MAN08 mepanuu — UHOYKYUS PeMUCCUU, KOHCOAUOAYUsl
pemuccuu, N0O0epIUCUBAIOWAs. mepanusi U NPOPUIAKMUKA (Teuenue) HelpoaeiuKemMuu.

Ilepuoo HauanbHo2o neyeHus:, Yeiblo KOMOpo2o AGNAEMCs CYWeCmE8eHHoe YMeHblUleHUe
onyxonegou maccel u odocmudicenue I[IP, nazvieaemcs nepuooom UHOYKUUU pemuccuu. B
mepanuu OJIJI ucnonvsyrom 0ge azvl uHOYKYUuU OIUMENLHOCMbIO 4 Hed Kadicoas, nepepvls
MedHcOy KOmopvimu He npedycmompeH. Hmenno 6 smom nepuod Ha Qone npumeHeHus
YUMOCMAMUYECKUX CPeOCms KOIuyecmeo Jnelkemuyeckux kiemok 6 KM ymenvwaemces
npumepro 6 100 pa3, m. e. ¢ momenm koncmamayuu IIP 6 KM mopgponocuuecku onpedensemcs
menee 5 % onyxonesvix Kiemox. IIpu ucnonv3o8anuu UMNYIbCHO20 NO0X00a (Npocpammbl
Hyper-CVAD) smanom unoykyuu cyumaromcs 08a Kypca — COOCMBEHHO 2-HedelbHblll Kype

Hyper-CVAD u cnedyrowuii 3a Hum nociie nepepvléa Kypc 8blCOKOOO3HO20 yumapadbuna** u
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memompekcama**. B 6onvuuncmee ciyuaes IIP docmueaemcs yoice nocie 1-ii pazvt unoykyuu
(unu nocne 1-2o kypca Hyper-CVAD), u nuww y yacmu nayuenmos (10-30 %) — nocne 2-i ¢ha3zvl
UHOYKYUU (UU 2-20 KYPCa 8bICOKOO03H020 yumapabuna** u memompexcama**) [54-58].

Bmopvim smanom mepanuu OJI aersemca KoHconuoauus pemuccuu (3aKpenieHue
00CMU2HYMO020 NPOMUBOONYX01e6020 3ppexma). B Hacmoswee epems 6 borvuuncmae ciyuaes
KOHCOMUOayusl 61iemcs Haubonee azpeccusHbiM U 8blCOKOOO3HbIM dmanom 6 neveruu OJLL
3aoaueii 2moz2o nepuoda A6AAEMCSA NO BOZMONCHOCMU ewje 0onbulee YMeHbUleHUue Yucuia
ocmanwuxcs nocie UHOYKyuu JaetikeMudeckux kiemokx. Yawe ececo npedycmompenvt 12
Maxux Kypca, 3amem, nepeod no00epuCUBAOUUM JleYeHUEM, MO2YM UCHOIb308AMbCs NPOSPAMMbL
peunoykyuu (bonee onumenvHule, ananocuunsvie UT). Cnedyem noouepkuyms, 4mo 803MONCHA
pomayus npeoyCMOMPEHHbIX NPOMOKOIOM IMAN08 KOHCOIUOAYUY, 6 3ABUCUMOCU Om
YUMONEHUYeCKO20 CUHOPOMA U 8APUAHMOE 0CN0dcHeHull [54-58].

Ilocne 3agepuienus smana Koncoauoayuu ciedyem nepuood ROOOEPHCUBAIOULe20 1eeH U,
m. e. NpPOoOOIdCeHUe YUMOCMAmMu4ecko20 B030elCmeusi 8 MeHbWUX 003aX, Yem 8 Nepuoo
UHOYKYUU PEMUCCUU, HA BOZMOINCHO OCMAIOUWULICSI ONYXoiesblll K1oH [54—-58].

B nacmoswee epems 6Oazucom eceu npoepammmou mepanuu OJIJI  asnsemcs
ougppepenyuposannoe 6ozoeticmsue: 1) 0na ummynonocuuecku 3penvix B-OJIJI ookazana
aghghexmuenocms MOWHO20 UMNYILCHO20 KOPOMKO20 8030eticmaus 8 couvemanuu ¢ anmu-CD20-
MOHOKNOHANbHbIMU anmumenamu (90 % S-nemmuss BPB) [59], 2) ona Ph-nozumusnvix OJIJI
KI0UesbiM  (hakmopom dpgexmusnocmu  A8IAemcs  UCNOAb308aHUe  uHeUbumopos abl-
muposunkunasvl (80 % 3-nemmusas evioicueaemocmy) [50]; 3) Ona nayuenmos, y rxomopwvix
onpeoensemcs NepCUcCmenyus MUHUMAIbHOU OCMAMOYHOU NONYIAYUU ONYXOJIeblX KIemoK, —
anno-TI'CK [53,60].

IpunyunuanbHo HeobXo00UMO 8bl0enAmb MpU Kiroyesvle, mpeoyouue pazHo2o leyeHus
epynnwt OJII: 1) B-3penvie OJIJI; 2) Ph-nosumuenvie OJIJI; 3) Ph-necamusnwvie OJI/L

e Pexomenayerca npu Ph-nosutuBnbix OJIJI ucnonszoBanue MTK, HauuHas c
uMatuHnOa** B 1-i1 nuHUM, ¢ nganbHelmedl MoauduIuell TapreTHOro BO3ICHCTBHUS Ha
OCHOBAaHWM MOHHTOPHHTAa MUHUMAJIBHOH OCTATOYHOHM TOIYJISAIUUA OMyXOJIEBBIX KJIETOK M
Hanu4us MyTanuii kuaasHoro nomena BCR-ABL [62]

YpoBeHb yOeaAuTeIbHOCTH peKOMeHAaIui — A (YPOBEHb JOCTOBEPHOCTH
JI0Ka3aTeJbCeTB — 1).

KommenTapuu: smo go3zoeticmsaue 0onscHo dvimv nocmosHuvim. Oovem XT npu Ph-
nozumusenvix OJI/I 0o cux nop ocmaemcs npedmemom ouckyccuii. Mcnonvsyrom kax
MUHUMATIbHOE Yumocmamuieckoe gosoelicmaue (b0 00HU IHOKOKOPMUKOObL, TUOO

2NIIOKOKOPMUKOUOBL 8 COYEMAHUU C BUHKPUCUHOM ™), maK u Ooee unmencueHoe
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(knaccuueckue xumuomepanesmuyeckue npomoxonst redenus OJL/I, evicokodosHvie
UMAYTbCHbIE NPOTNOKOJIbL).

e Pexomenayercas B Tepanuu Ph-veratuBabsix OJIJI B3pocibIX MamueHTOB
WCIIOIb30BaTh B OCHOBHOM JIBa NPHUHIIMIA XWMHOTEPANEBTUYECKOTO BO3JIEUCTBUS: 1)
HMMITYJIbCHOE, BBICOKOJO3HOE C TMOCJEAYIONEH MOCTOSSHHOW TMOAJAEPKUBAIOIICH Tepanuen
(mporpamma Hyper-CVAD); 2) OGonee TpaauuuMoHHOE (CTaHAapTHOE) — 8-9-HedenbHas
HEMpephIBHAsT ~ UHAYKLUHUA C  TOCIHCAYIOUIMMH  HEOJHOKPATHBIMH  BBICOKOJO3HBIMU
MHUEN0a0MATUBHBIMA KypCaMHd U B TOCJIEAYIOIEM — TMOJIEPKUBAIONIUM JICUCHUEM (CM.
npuioxenue A3.1) [54,63].

Yposenb yoeaureabHocTH pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH

JA0KA3aTeJbCTB — 4).

KommenTapuu: pesynsmamul Kpynneuwux ucciedo8amenbCkux epynn no aedenuio Ph-
necamusnvix OJIJI y 63pocnvix, 6 3asucumocmu Om NPUHYUNA XUMUOMEPANEEmu4ecKo2o
8030eticmaus, ompadcenvl 6 npunodxcenuu A3.2. Cymmupys OaHHble mMaOIUYbL, MONCHO
ommemums, 4mo 8 yeiom S-nemusn oowas evidxcusaemocms (Oanree — OB) 63pocivlx nayueHmos
¢ OJUJL, sapvupys 6 3agucumocmu om 2pynnvl pucka u ozpacma, cocmasnsiem 45-55 %.

e Pexomenayerca mnamuentam c¢ OJIJI, ocoOeHHO OTHOCSAIMMCA K TpyIIam
BBICOKOTO PUCKA, OAHUM U3 3TarnoB jeueHus BeinoiauaTh TT'CK n1bo ayTomoruuneix (nanee —
ayto-TI'CK), nubo amnmoreHHbiXx (OT pOACTBEHHOTO uiau HepoactBeHHoro HLA-
coBMecTuMoro aoHopa — aiuo-TI'CK) ans goctmxenus tepanesruueckoro addekra [53,60].

YpoBeHnb yoeauTebHOCTH pekoMeHAanuii — B (ypoBeHb 10CTOBEpHOCTH
A0KA3aTeJabCTB — 2).

KommenTapuu: ¢ PV3 aymo-TI'CK paccmampusaemcs kax no30HASL 8bLCOKOOO3HAS
KOHconudayus yauje ecezo 6 neveruu T-knemounvix OJI. B 3apybesicHbIx uccied08anusx aymo-
TI'CK pexomenOyemcs y nayuenmos 6 MoJexyiapHou pemuccuu Ph-nosumuenoco OJIJI. Anno-
TI'CK sensemcsa obszamenvHbiM dmanom mepanuu nayuenmos ¢ OJIJI uz epynnvl 6blcokozo
pucka, u ee 3QpekmusHocms c8A3aHA C POPMUPOBAHUEM NOCMOAHHO20 UMMYHONIO2UYECKO20
KOHMPONA 3a OCMABWUMC NOCIEe YUMOCMAMUYecKo20 B030eliCmeus ONnyxXoieeblM KIOHOM

(peaxyuu «mpaHcniaHmam npomue Xo3sUHa»).

e Pexomenayercsi BceM NanMeHTaM BbIIOJIHATh NPOPUIAKTHKY WIH, IPU
HEOOXOUMOCTH, JiedeHHne Herponelikemuu [13,40].
YpoBeHnb yoeauTeJIbHOCTH pekoMeHnaanuii — B (ypoBeHb 10CTOBEPHOCTH

J0KAa3aTeJIbCTB — 3).
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KommenTapuu: smom sman pacnpeoensemcs na 6ce nepuodvl NPOSPAMMHO20 JIeYeHUs —
UHOYKYUIO peMUCCUU, KOHcOonudayuio u noodepxcusaioujee neyerue. OObluHO Npohuiakmuxy
HeuponeukemMuu (OCHOBHOU nepuod — S5—0 UHMPAMEKAIbHLIX 66€0CHULl NPenapamos)
ocywecmensiom 6 nepuoo HIT, 3amem 6 meuenue 6cex dMANO8 KOHCOTUOAUUU U
noooepaicugaroujeti mepanuu 8bINOIHAIOMCA NPoduIaKmudeckue NYHKYuu ¢ pasHot Yacmomou
HA pAa3HbIX 5Manax (8 cpeoHem YUcio NpopUIAKMUYECKUX THOMOANbHBIX NYHKYUL OO0JIHCHO
cocmename 15-20). Jleuenue Hetiponetikemuu ocywecmensirom no unvim npunyunam. Cuavana
NPOBOOSIM UHMPAMEKAIbHBIE 86€0EHUS YUMOCAMUYECKUX npenapamos ¢ yacmomou 1 paz 6 2—
3 OHA 00 HOpManuzayuu noxkazameineu yepeopPOCRUHANbHOU HCUOKOCMU U NOJYYeHUss MUHUMYM 3
HOPMANbHBIX Pe3YIbmamos anaiusd IUKeopd. 3amem NyHKYuU 8 medeHue noiy200a npo8oosimcs
¢ wacmomotu 1 pas ¢ 2—3 nedenu ¢ NOCIEOVIOWUM NEPEXOOOM HA NPOPUIAKMUUECKUL PeNCUM
66edenus. B bonvuuncmee ciyuaes oonyuenue 2onogvl 8 0oze 2400 pao ne mpebyemcs. Imom
nO0X00 Modxcem OblMb UCNONL308AH UL ) MeX NAYUEeHMO8, ) K020 8C1e0Cmeue pa3iuyHblX
nNpuyUH (aHamomuieckue 0COOeHHOCMU, KpauiHe msdicelds NepeHOCUMOCMb CHUHHOMO32080U
NYHKYUU) Npouiakmuxa  HeuponeukeMuu ¢ NOMOWbIO  UHMPAMEKANIbHbIX — 68e0eHUl
YUmocmamuyeckux npenapamos 8blnoiHeHa Oblmb He Modcem. Taxoce 60npoc o npumeHeHuu
001yueHUs 201108bl NOOHUMAEMCs NpU pehpakmepHom medeHuu Heupoaeuxemuu (omcymcemaeue
NOIH020 omeema uepe3 5—06 6sedeHull npenapamoas).

6.2. IlIpornocTuyeckue paxkropbl 3¢ (PeKTHBHOCTH JIeUeHHS
e PexomeHayercss IpUMEHATH (AKTOPHI PUCKA C IEIBIO OICHKH TPYIIIBI PUCKA U
onpejesieHusl MOKa3aHUM K wucnojb3oBaHuto B nepuoxn nepsBoi [IP  amno-TI'CK B
COOTBETCTBUHU C KOHKPETHBIM IMPOTOKOJIOM JieueHus [12].

YpoBenb yOeaureJbHOCTH pekoMeHgauuid — B (ypoBeHb J0cTOBepHOCTH
A0KA3aTeabCTB — 3).

Kommentapuu: nonoocenue o npoenocmuueckux ¢paxmopax npu OJI 6o3Huxno c
nosseieHuem aoexeamuou X1, mak Kaxk mOAbKO UCNONb30BAHUE CMAHOAPMHBIX NPOSPAMM
n0360Ji5lem  blOeIUMb NAYUEHMO8 C ONPeOeleHHbIMU KIUHUYECKUMY, MOp@hON02UYecKUMU,
UMMYHOpEHOMUNUYECKUMU, yumozeHemu4ecKumu, MONeKYAPHO-2eHeMmU4ecKUMU
Xapaxkmepucmukamu 3a001e6anust, y KOMOpulX yoaemcs uiu He yoaemcs 00oumvcs s¢hghexma.
lemanvHoe usyuenue npuuuH Heycnexa npuU UCHOIL308AHUU CMAHOAPMHBIX HPOMOKON08
npugooum K opMuposanuio 2pynn  pucka U, COOMBEMCHBEEHHO, CO30AHUI0 HOBbIX
oughghepenyuposannvix n00xXo0008 K neyeHuro smux nayuenmos. Ciredyem noouepKHymv, 4mo
Hanuque y nayueHma @axkmopa HeOIa2oNpusimHO20 NPOSHO3A HU 6 KOeM Ciydde He MOodcem
Obimb  OCHOBaHUeM O/ nepexooa K nauiuamuenol mepanuu. Bce gaxkmopul npocnosa

ucnoav3yronm u ucwzedyiom MOJIbKO 6 KOHRMEKCME 603MOIANCHOCMU MAKO20 USMEHRERUAL mepanuu,
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KOmopoe nosvicuio 6wl ee 3ppexmusHocms y maxKux nayueHmos.

B meuenue xax munumym 08yx Oecamunemuil 0nsa e3pocivix nayuenmos OJIJI max
Hazvleaemvle BAaKmopsbl puckd, AcCOYyUUpOBaHHvie ¢ IPDEKMUBHOCbIO NedeHUs, OCMAlomcs
HeusmeHHvMU. Hcknouenue cocmasnsarom Ph-nosumusnvie OJIJI u B-OJIJI co 3penvim
UMMYHOeHOmUnom, Komopvle Ovbliu GblOeNeHbl 8 COBEPULEHHO OMmOebHble 2pYNnbl,
HyJcoarowuecs 8  ocobom  mepanesmuueckom — gozdeucmeuu  (UTK u  6Onokoeas
UMMYHOXUMUOMEPANUSL COOMBEMCMBEHHO), U NPOSHO3 NPU KOMOPBLIX B6Ce0Cmeue Mmoo
USMEHUIICSL CYWeCMBEHHBIM 0OPA30M.

Ilpu Ph-necamusnvix OJIJI, nHecmomps Ha unmeHcuguxayuio mepanuu, 6bINOJHeHUe
3Hauumenvrozo uucia amio-11'CK na pasHvlx npomoKonax pasHvlx Uccie008amenbCkKux epynm,
onpeoeneHnble KIUHUKO-TADOpamopuvie napamempsvl HpOOONHCAIOM ONPeoenims NpPOSHO3
3abo0ne6anusi, Makxice KAk U HeCKOAbKO Oecimkos Jnem Haszad. [nsa Ph-necamuénvix B-
kremounvix OJIJI ¢pakmopamu pucka 6GonvuuHcmeom ucciedogameinel npuzHaiomes: 0Oonee
cmapwuti éo3pacm (30 nem u 6onee), unuyuanvhwii retuxoyumos (30 x 10°/n u 6onee), pannuii
¢enomun (pannuii npe-B unu Bl no knaccuguxayuu EGIL), ysenuuenue noxaszamensn JII" 6 2
pasza u bonee, nozoHee (bonee yem Ha 35-u OeHv) docmudcenue IIP, oonapyscenue t(4;11). /[ns
T-knemounvix OJLJI — pannue u spenviii ummyrnogpenomunwvt (TI/II u TIV no knaccugpuxayuu
EGIL), unuyuanonoitt netikoyumos (100 % 10°/n u 6onee), nozonee docmuoicernue IIP. [Tomumo
9mMo2o, NociedHue oOecsamv Jjem Kiouesbim Gakmopom npoenoza oas ecex OJIJI cman
noxasamens, oyenusaowuti MOB: npu ee obnapysicenuu ¢ uyscmeumenvrnocmoio memooa 10~ ¢
meuenue 6 mecayes neueHus NPocHO3 onpeoensdemcs Kax HecamusHuvii. Ilayuenmam c OJIJ1
onpeoeieHue epynnvl pUcKa, no KOMopou onpeoeisemcs mepanesmuyeckas makmurd, O0IHCHO
BLINOIHAMBCS MOIbKO 8 PAMKAX MO20 NPOMOKOAA, KOMOPbIL UCNOIb3Yemcs Y KOHKPEmHO20
nayuenma [1,2,4,5,12].

Heobxooumo cuumamo HegvinonHenue npomoxonia mepanuu, HepeiameHmMuposanHoe
CHUDICEHUe 003 Nnpenapamos, OiumenvHvle UHMEpP8avl 0e3 JedueHus, He NpedyCMOmpeHHbvle
NPOMOKOIOM, 2PYObIMU HAPYUEHUAMU XUMUOMEPANEeemuiecKko20 NnpomoKond, U OYeHU8ams
MaKux nayuenmos Kax nayuenmos ¢ Kpatne Heo1a2onpusmusimu ucxooamu mepanuu [1,2].

6.3. IlpornocTnueckas sHaunmoct MOb

Uszeecmno, umo nepcucmupoganue MODB nocne HT/koncoruoayuonnoi mepanuu
accoyuupyemcs ¢ Heb1a2onpUsMHbIM NPOSHO30M U 8bICOKOU YACMOMOU peyuouos, HecMompsi
Ha npooodicenue XT, u npu Ph-nozumusnuvix u Ph-necamusenvix OJIJI [53,64—69].

Taxowce kpatine HeONA2ONPUAMHBIM (DAKMOPOM  ABNAEMCA  MONEKYIAPHbIU  Peyuous.
Meouana epemenu om oemexyuu MObB 6 KM 0o passumus 2emamonocuyecko2o pa3eepHymozo

peyuousa cocmasusiem okono 2—4 mecayes.
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e Pexomenayercs sedenue MoiekyispHoro peruausa Ph+ OJIJI u Ph— OJUI B
COOTBETCTBUHM CO CTaHIapTaMH, Pa3pa0OTaHHBIMH MAJis Pa3BepHYTOro MOP(HOIOrHUECKOro
peunauBa, kak MuHuMyM nipu OJUJI y B3pocibix [66—68].

YpoBenb yOenuTeJIbHOCTH peKoMeHJauMii — A (YpOBeHb [10CTOBEPHOCTH
A0Ka3aTeJbCTB — 3).

Kommenrtapuii: npu monexynaprnom peyuouse Ph+ OJIJI Heobx00uM0 8blnoiHUMb CMEHY
UTK, pexomenoosano npu smom ucciedosanue mymayuonrnoeo cmamyca BCR-ABL cena c
yenvio Haznavenus sppexmuenoco UTK. Kpome moeo, u npu Ph-, u npu Ph+ OJIJI noxaszana
svicokas ppxmusnocms npumenenus oaunamymomada™** [70], 6 mom uucne ¢ exiroueHuem
UTK, npu monexynsapuom peyuouse unu nepcucmenyuu MPBH. Hanuuue monexynsipnozo
peyuousa  Modcem  AGIAMbCA  Kpumepuem  éKkmoueHus 6 KH  no  ucnoavzosanuio
9IKCNEPUMEHMATILHBIX JIeKAPCMEEHHBIX CPEOCME.

Dakmopom He2amueHo20 NPOCHO3a 6 NilaHne 6e3peyuousHo20 medeHus 3a06071e8aHus
aensiemesi ooHapyxcenue MOB kak 0o, mak u nocie TI'CK. BeposmHocme pazsumus peyuouga
00CMOBEPHO Bblule Yy NayueHmos, y Komopwix onpeoensemcs MOB.

e He pexomeHnayercsi NpUHUMATh peHIeHHs 00 W3MEHEHUHU TepareBTHYECKON
TaKTUKM Ha OCHOBAaHUU OJHOKpaTHOro ucciefoBaHuss MODB y manueHToB, y KOTOPBIX HE
TOYHO BBIIIOJIHEH KOHKPETHBIN MPOTOKOI Tepanuu [51,52].

YpoBens yOenureqbHocTH pekoMengaumii — C  (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

6.4. Jleuenue nmanuentos ¢ Ph— OJIJI

Bui06op nporpammsbl UT y nauuenToB B Bo3pacte 10 55 Jjiet

Pasnuynvie uccneoosamenvckue 2epynnvl npumeHsOm pasiuyHble cxembl Mmepanuu
(npunoscenue A3.1), eounoco npomoxona mepanuu OJIJI ne cywecmeyem. Obwuii npuHyun
mepanuu npeocmasisiem coOO0l 8blNOJHeHUe npeddasvl, UHOYKYUU PeMUCCUU, KOHCOTUOAYUU
pemuccuu, noooepxicusaloujeli mepanuu.

e Pexomenayercs nanuentam ¢ Ph-neratususim OJIJI B Bo3pacte momnoxe 55 ner
BBIIOJHATH Tepanuto 1o nporokosry OJIJI-2009 (cm. npunoxenue A3.1) [63].

YpoBens yOenureqbHocTH pekoMenaaumii — C  (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

e PexomeHayercs B KauecTBE albTEPHATUBBI JJI1 MOJIO/BIX [TAllUEHTOB B BO3pacTe
10 30 JileT mpoTOKOJI pOCCUMCKONW neauaTpuyeckor rpynmsl no jgedenutro OJIJI — MB-2008
(cm. mpunoxxenne A3.1) [71].

YpoBens yOeaureqbHOCTH PpekoMeHaaumii — B (ypoBeHb [10CTOBepHOCTH

J0KAa3aTeJIbCTB — 3).
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e PexomeHnayercsa B kauecTBe ainpTepHaTuBbl IpoTokony OJIJI-2009 mpumenenue
nporpamMm sedeHus: Hemenkux (GMALL), dpanmysckux (GRAAL) u amepukanckux (MD
Anderson CRC - HyperCVAD) wuccnemoBareneil (mporpaMmbl Tepanuud HPHUBEICHBI B
npuwioxenuu A3.1) [72-76].

YpoBenb yOeauteqabHocTH pekoMeHaammii — C (YpoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

e PexomeHnayercsi HCNONB30BaTh (PAKTOPBI PHCKA, OMPEIEISIONIME CTPATETHIO
tepanuu OJIJI, B 3aBUCUMOCTH OT KOHKPETHOTO BBIOPAHHOTO BpPauoM MPOTOKOJA JICYCHHUS
(cMm. pazgen 3.2 «IIporHocTrueckue Gaxktopsl 3 dekTuBHOCTH eueHus») [1,2].

YpoBenb yOenuteqabHocTH pekoMeHaammii — C  (YpoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

KommenTapuu: nezasucumo om vlopanno2o npomoxona mepanuu nayuenmos ¢ OJLI ¢
1(9;22), t(4,11) nHeobxo0umo omuocums K cpynne 04eHb BbICOKO20 PUCKA U V 8CEX C CaMO020
HA4ana paccmampueams 803mMoxicHocmy gotnoanenus anno-TI CK.

e Pexomenayercss mpu rpyObIX HapylICHHSIX JO0Or0 IMPOTOKOJIA TEPEBOJIUTH
MAIMEHTOB B TPYIITy OYEHb BBICOKOTO PHUCKA W TPUHUMATH PEIICHHE O BO3MOXXHOCTHU
BoimonHeHus: amio-TI'CK (cm. pazmen 3.2 «IIpornoctuueckue (aktopsl 3hdexkTuBHOCTH
nedeHus») [1,2].

YpoBenb yOeauteqabHocTH pekoMeHaammii — C (YpoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

Mpendga3za

Ilpeogazy HeobXoOumMo HauuHams cpasy nocie moz0, Kak 6ce OuazHoCmuiecKue
Meponpusmus 6y0ym 3a6epuletoi.

e PexomeHnayercsi BceM ManueHTaM ¢ BEepUPHUIMPOBAHHBIM JAMArHO30M HAYHUHATH
npeadaszy nNpeaHU30JI0HOM™* ¢ MEeNIbI0 IUTOPEAYKIIMU U OMPECICHUST YyBCTBUTEIBHOCTH K
npexHu3onony** [77].

YpoBenb yOenuteqabHocTH pekoMmeHaammii — C (YpoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

KommenTapuu: monomepanus — 210KOKOpMUKOCMEPOUOAMU — A61A€MCsl  OCHOBOU
npeogazvl — unuyuanvrou mepanuu OJLL [[numenvnocms npedghaser cocmasnsiem 7 Onell, u
HenocpeoCmeenHo nocie Hee caedyem uHOYKyuonnas aza 1. Ilpeogasza nozeonsiem
CMAabUIU3UPOBAb COCMOAHUE NAYUEHNO8, KOMOopble NOCMYNAIOm 8 OmoeleHue 2eMamonouu ¢
MANCENLIMU ~ UHQEKYUOHHBIMU — OCLONCHEHUAMY, MemaboIudecKumuy HApyuweHusmMu  u/uiu
Cepbe3HbIMU  KPOBOMEYeHUAMY — (AHMUOUOMUKAMU U  NPOMUBOSPUOKOBLIMU — CPEOCMBAMU,

Mpancy3uoHnol mepanueu, 3aMeCmumenbHoOu mepanuel, @QaKmopamy ceepmuvleaHusl,
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annonypunonom**/pazoypuxazou**), u nauwame I-10 gazy unoyKyuu 6e3 3a0epicKu uiu ¢
MUHUMANbHLIMU — OMKIOHeHuAMuY. Bo 6pemsa  evinonnenus npedgaszvl  ocywecmensiemcs
yumozeHemuueckas OUASHOCMUKA, 4mo NO360Jisem 6bloeiums nayueHmos c¢ Ph-nosumusnvim
OJIUl u 6e3omnacamenvHo Hauyamv UM nepeyio @Gazy UHOVKYUU NO MeHee MOKCUUHOMY
npomoxkony o Ph+ OJI/I. Ecmb nebonvwasn oons e3pocivix nayuenmos ¢ OJI/I, y xomopwix
pe2ucmpupyemcs 04eHb 8blCOKAsL YY8CMEUMENbHOCHb ONYX01e8bIX KIIeMOK K NPeOHU30I0HY **, u
noauas pemuccus (danee — IIP) mooicem Ovimb OocmueHyma nocie 7 OHell MOHOmepanuu
entokokopmurkouoamu. Hecmompsi na mo, umo 6 psioe npomoxonos npedgasza He A61sAemcs
obs3amenvHLIM KOMnOHenmom, Hanpumep, 8 npoepamme MDACRC (Hyper-CVAD), Odannvie
3apyOesnCHbIX UCCIe008AHULL NONIA2AOM, YO 8bINOIHEHUE NPedghasbl KpaliHe yenecooopasHo.

Nuaykuus peMuccun

e PexomeHayercss BceM NAIMEHTaM CTPOTO BBIOJHATh WHAYKIIMOHHBIA KypC
TEpaIuy COTIacHO BEIOpaHHOMY IpoTokoiy JedeHust Ph-unerarusueix OJUI [1,2].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

Kommenrapuu: [ ¢aza undykyuu  aeisiemca  Haubolee  KpUMUYHOU, — ee
NPOOOINCUMENILHOCMb cocmagisiem 4 nedenu (unu 2 nedenu 6 npomoxone Hyper-CVAD).
Umenno 6o epems ewvinonuwenuss smoeo smana HT pecucmpupyemcs camoe 6Oonvuioe UUCIO
OCNIOJCHEHUU, KAK MOKCUYECKUX, MAaK U UH@EKYUOHHBIX, C 0HCUOAeMOU YACMOMOU PAHHUX
JIEMANIbHBIX UCX0008 NPUOIUIUMENbHO =5 6.

B smom nepuoo neobxooumo evinonrHames 6ecb 00veM CONPOBOOUMENbHOU Mmepanuu,
BKIIIOYASL MOHUMOPUHZ U KOPPEKYUI NIA3SMEHHO20 2eMOCmAasd, mpomMOOYUmoneHuu, aHemuu,
Jevenue UHMEKYUOHHBIX OCHONCHEHUL, MemabdoIudecKux HapyuieHull (caxaproco ouabema),
ACUXUYECKUX — paccmpoucme, He8pOI0SUYECKOU  CUMNMOMAMUKU, OCMPbIX — 2enamumos,
naHkpeamumog u m. 0. B ciayuae pazeumus Kpatine mANCENbIX OCIOHCHEHUL u/uiu 2nyboKou
yumonenuu (netikoyumos meree 500 K1 6 MK) yumocmamuyeckas mepanus OO0JHCHA OblMb
npepsana (Kpome npeOHUu3010HaA**) u 60300HO6IEHA C MOMEHMA OCMAHOBKU NPU KOPPEeKyuu
OCNIOJCHEHUU U 80CCMAHOBIEHUU NOKA3amenell Kposu.

Bce npoepammer neuenus sxarouarom eunkpucmun**, npeonuzonon™* u anmpayuxiumns
(Oaynopyouyun™*).

Ilpumenenue moco unu UHO20 2TOKOKOPMUKOCMEPOUOHO20 2OPMOHA (NPEOHUZ0NOH **,
MemuanpeOnuzonon**, dexcamemaszon™**) onpeoensemcs GvblOPAHHLIM NPOMOKOIOM JeUeHUsl.
Ilpeonuzonon™* unoeoa 3amensarom na dekcamemazon™* nocie oyeHku 4y8CMEUMENbHOCMU K
HeMy, MNOCKOIbKY OeKcamemason** obnadaem 0Oonee BbIPAINCEHHbIM YUMOCMANUYECKUM

agpgpexmom u nponuxaem 6 L[HC. B poccutickom npomoxone «OJL/I-2009» npeonuzonon™**
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3aMeHsIom Ha OeKcamemaszon™** npu KoHcmamayuu UHUYUATILHOU HeUpoaeuKeMuu Ui Ha 7-i
Oenwb, ecau npoyenm Onacmuvix kiemoxk ¢ KM nocie npedgazvl pasen uiu npesviwaem 25 %.
Hexcamemason™** Oonee mokcuuen u mpebyem muamenbHO20 MOHUMOPUPOBAHUS C UYeElblO
CHUDICEHUSL PUCKA Cepbe3HbIX uHgekyull. Ymo kacaemcs aHmpayukiunos, mo OnmuMAaibHbIM
npenapamom MOACHO cuumams 0ayHopyouyun™*. Cnocob ux eégedenus moxcem omauvamocs (3
OHs noopso, 1 pas 6 medeno, 2 paza uepe3 2 Hedeau), HO IMOM NAPAMEMpP He OKA3blEaem
8IUAHUA HA Yacmomy docmudiceruss [IP u ux npoooadicumenbHOCHb.

Yacmo 6 I ¢paze undykyuu npumensaiom acnapacunasy**, komopas 6 oanvheluiem
MOAHCEM UCNONL308AMBCAL U HA npomsiicenuu écell npoepammul aevenus OJII. Tlonaearom, umo
amom npenapam ygeauyueaem npoooadxcumenvHocms IIP  (Ho He eposmuocmb  ee
oocmudcenust). OOHAKO panHsAs OMMeHA acnapazunaszvl** ecreocmeue pazgumus MOKCUYECKUX
peakyutl He oKazvleaem GIUSAHUSL HA O0J20CPOYHbIE Pe3VIbMambl, 8 Mo 8peMs KAK HAPYUWEeHUs.
KOARYIAYUOHHO20 2emocmasza ommeyaiomcesi uacmo (bonee uem y 60 %) u mpebyiom
MOHUMOPUHA  KOAZYTAYUOHHBIX —NAPAMEmpos, a Npu  HeoOXo0UMOCMU — 3aMeujeHusl
anmumpomouna I u/unu pudpunocena. Ilecunuposannas acnapasunasa™*, oonadaowasn bonee
8bICOKOU AKMUBHOCMBIO, MOXCEem OblMb UCNOIL308AHA 8 NPOMoKoax uHoykyuu. Ee npumenenue
Modicem Oblmb KAk OYeHb PAHHUM (Ha 3-Ul OeHb UHOYKYUU) 68 POCCULICKOM NPOMOKOJLE NedeHUs
oemckux OJIJI, max u 6onee no3ouum. s 63pocavix nayueHmos onmuMaibHoU A6I1emcs 003a
1 me/m? 1 pas 6 2 neoenu.

B nepuoo I azet UT Oondxicno 6Ovimb 6binoiHeHo 5 AHOMOAIbHLIX HYHKYUL C
npogpunakmuyeckum  68edeHuemM mpex npenapamos —(memompexcam**, — yumapaboun**,
oekcamemason™*).

Il ¢hasa unoykyuu cocmasisiem no oaumenvhocmu 3—4 Hedeau 6 OONLUUHCMBE
NPOMOKOI08 U NpedycCMampuéaem ucnoab3osanue yukiopocpamuoa**, cmanoapmuvix 003
yumapabuna** u mepkanmonypuna®*. Ha smom smane maxoice 8biN0JIHAION CHUHHOMO3208ble
NYHKYUU.

B npomoxone Hyper-CVAD 2-u sman UT npedcmasnsiem coboti 8b1cOKOOO3HbIU KYPC C
sKIIOUeHUeM yumapabuna** u memompexcama**,

Heoocmuoicenue IIP nocne amoii (hazvl uHOYKyuu pacyerusaemcs Kax peppakmepHocmo,
U nayueHmvl Nepegoosmcs HA Npocpammul aedeHusi pe@paxmephuvix opm OJLI, xomopwvie
CYWeCmBEeHHO OMAUYAIOMCA, 8 3A8UCUMOCIU OM  UMMYHOMEHOMUNUYECKO20 6apUaHmad.
Ilpomoxkonwr XT npusedenwvt 6 npunosrcenuu A3.1.

e PexomeHayercs BceM mamuieHaMm ¢ 15-ro qHS OT Hayalia JICYCHUsS Ha BCE BPEMS
XT BBIIONHATH TPOPUIAKTAKY  ITHEBMOIIMCTHOW ITHEBMOHUHU  #KO-TPUMOKCA30JI0M

[cynbhameTrokcazon+Tpumeronpum|** (480 mr 1 pa3 B gens exxeaneBHo) [1,2].
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Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5).

Kouncoumnpauus

e Pexkomenayercsi Bcem mnaunumeHtaMm, jgocturmmMm I[P mocne  3aBepiuieHHs
WHAYKIIHOHHOTO 3Tarla, BRIMOJHUTH dTall KOHCOIHIUPYIOMIETO JICUCHUSI CTPOTO MO0 TOMY Ke
MIPOTOKOJIY, [10 KOTOPOMY IpoBoAMIack uHaykuus [1,2,4,5].

Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5).

Kommenrapuu: mepanus, komopyto npoeooam nocie 0ocmudicenus [IP — konconuoayus,
8 PAa3HbIX NPOMOKOAAX JleYeHUs CYWEeCMBeHHO OMmauYydemcs Hno ceoeu UHMEHCUBHOCHU.
bonvwuncmeo esponetickux ucciedo8amenbckux epynn NPUMeHAI0m 8blCOKOO03Hble NPOMOKO.IbL
C BKIIOYEHUEeM HEeCKONbKUX Kypcos yumapabuna™* u memompexcama™* @ @vicokux 003ax,
0011a0arWUX  3HAYUMBIM — MUENOCYNPECCUBHLIM — IPpekmom U COnpo8OHCOAIOUWUXCS
ONIUMENbHLIMU NEPUOOAMU MUEIOMOKCUYECKO20 A2PAHYIOYUmMo3a u nepuooamu 0Oe3 jedyeHus.
Hlupoxo ucnonvzyemviii amepukanckuil npomoxon Hyper-CVAD smanom Koxcoauoayuu
Hazvieaem 4 nocneo0o8amenbHulX Yepeoyiouuxcs Kypcd, aHAT02UYHbIX UHOYKYuuU, 08a U3
KOmopwvlx — 8blcoko0osuvie [54]. Ilpunyunuanrvno omauuarouumcs nooxo0om sesemcs Iman
KoHconudayuu 6 poccutickom npomokone «OJL/I-2009», komopwiti npeocmasnsiem co6ol
HenpepvlgHoe YUumocmamuieckoe HU3Ko0o3Hoe gosoelicmsue. Mumepsan medcoy 3asepuieHuem
Il ¢azvl undykyuu u Hauanom smana Koucoaudayuu npeocmaensem cooou 7 OHel, 6ce
ocmanvHvle 3manvl Koncoauoayuu (1-3-ii smanwt) npogoosim 6e3 nepepvieos. Koncoruoayus 4 6
npomokone OJIJI-2009 (cm. npunoscenue A3.1) npedcmasnena 0OHOKpAMHbIM B8e0eHUEM
memompexcama** ¢ evicokou 0oze (1,5 2/m?) ma ¢pone 3 Omei Odexcamemazona** u
OOHOKPAMHBIM 88e0eHueM acnapacunazvl**; kouconudayus 5 — 00HOOHEBHbIM B8edeHUeM
yumapabuna** ¢ doze 2 2/m? 2 paza 6 0env na pone 3 Oneil dekcamemasona™* u 0OHOKpammvim
s6edenuem acnapacunasol** [63].

Xomenoco Obl ommemumv, uMO 8 2eMAmMONOSUHEeCKUX UYeHmpax —ghaxmuuecKu
omcymcmeyem — 803MOMCHOCMb — MOHUMOPUHEA — KOHYewmpayuu memompexcama**, — umo
HEeYKOCHUMENbHO Mmpebyemcs npu 8blNOJHEHUU BblCOKOOO3HOU mepanuu. Bcnedcmeue smoeo
oadice OOHOKpAmMHOe UCNONb38AHUe MemompeKkcama™** 6 6blCOKOU 003e CONpoBONCOAemcs
JIeMAaNbHOCMbIO, C8A3AHHOU C MOKCUYHOCMbIO npenapama. B ceasu c¢ smum xomenocv Ovl
obpamums GHUMAHUE 2eMAMON0208, KOMOpble blOUpPalom uHbvle 3apyoexcHvie Npocpammbvl
JleYenus, Ha mo, 4mo 8 IMUX NPOMOKONIAX Memompexkcam™* @ @vlcoKux 003ax NpUMEHSIOm
HEOOHOKPAMHO U UCNONb308aHUe Memompekcama™** 6 npeonucanuvix 003ax 0Oe3 HAIU4Us

a0exkeamno20 MOHUMOPpUHZA C BbICOKOU BEPOAMHOCMbBIO MOJHCEN 3AKOHUYUMBCA J1€MAlbHbIM
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UCX000M.

e PexomeHnayercsl manueHTaM HCIOJIb30BaHHE METOTpeKcaTta™™* B BBICOKHX J03aX
COIJIACHO TMPOTOKOJIAM JIEYEHHUS TOJBKO B TE€MAaTOJIOTMYECKHUX LIEHTpaX, TIe ecCTh
BO3MOKHOCTh OCYILIECTBIISITh U3MEPEHHE KOHIICHTPAIIUU TperapaTa B CHIBOPOTKE KPOBU, JIJIs
MPESIOTBPALICHUS TSKEIIBIX HEKENATeIbHBIX SBIICHUH, OOYCIIOBICHHBIX HEaJICKBATHOU
NMUMUHALIMER MeToTpekcaTa. [Ipu oTcyTCTBHM 3TOM BO3MOXKHOCTH 11€1€C000pa3HO BHIOMPATH
MIPOTOKOJIBI O€3 BHICOKOZ03HBIX KypcoB [1,2,4,5].

YpoBens yOenureqbHocTH pekoMengaumii — C  (YypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

e Pexomenayercsi BceM IMalMEHTaM HEYKOCHUTEIHHO COONIOATh BPEMEHHOM
periamMeHT npoTokosos [1,2,4,5].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

o Pexomenayercsi BceM IMallMEHTaM Ha BCEX OdTamax KOHCOIHUIAIUU

BBITIONHATh  MPOQPWIAKTHKY  IHEBMOIIMCTHOH  ITHEBMOHWUH  #KO-TPUMOKCA30JI0M

[cynbdamerokcaszon + Tpumeronpum]** (480 mr 1 pa3 B nenb exeanesHo) [1,2].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

[MpoduiakTuka v JiedeHUe HellpoJieKeMHuu

Hauano npogunaxmuxu nopascenus [{HC, kak xnrouesoco komnonenma mepanuu OJL/1,
npoBOOUMCs 00HO8peMeHHO ¢ Hayanom cucmemuou UT [1,2,4,5].

e PexomeHayercsi BceM MaIMieHTaM B KauyecTBE MPO(PHIAKTHKH HEHpOJEHKeMHUU
OCYIIECTBISATH CIIMHHOMO3TOBBIE MYHKIIMH C UHTPATEKAIbHBIM BBEJIEHUEM TPEX MPEnaparos:
MeroTpekcata** (15 wr), nwurapadbuna** (30 wr), npemnu3onoHa** (40 wmr) wim
nekcameTazoHa** (4 Mr) coriacHo cxeme BbIOpaHHOro MpoTokoida (cM. mpuioxeHue A3.1)
[1,2].

YpoBens yOenureqbHocTH pekoMengaumii — C  (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

KommenTapuu: uumpamekanvHoe 86edeHue XUMUONPENapamos peKoMeHOyemcs
BLINONIHAMbL  6CEM NAYUEHMAM 6 MOMEHm Nepeou, Max HA3blI8AeMOU OUACHOCMUYECKOU
CNUHHOMO320801 NYHKYUU C Jle4eOHO-NPOPUIAKMUYECKOU YETlbIO.

e He pexoMenayercsi Ipy BHICOKOM MHHULIMAIBHOM JielikouuTose (Oosee 50 ThIC.),
BBHITIOJTHEHHE CTMHHOMO3IOBOM MYHKIUU B 1-i IEHb Tepanuu; ee BHIMOJHEHHE JOKHO OBITh
OTJIOKEHO JI0 MOMEHTAa CHIKEHHS 4Hclia OJacTHBIX KIETOK B mepudepudeckoid KpoBHU AJis

H30eKaHUs KOHTaMHWHalluu 0JaCTHBIMH KJIE€TKAMH CIIMHHOMO3TOBOM KHUIAKOCTH IIPpHU
63



TpaBMaTUYHOM NMyHKUuUU [1,2].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

e Pexomenayercsi BceM  MAlMEHTaM  MHKPOCKONMYECKOE  HMCCIIEIOBAHUE
CIIMHHOMO3TOBOM JKMJIKOCTH, IOJICYET KJIETOK B CUETHOW Kamepe (ompeneneHue IUTo3a)
W/ UUTOJOTUYECKOE HCCIEAOBaHHE KJIETOK CHMHHOMO3TOBOM  JKUIKOCTH  JJIs
HCKJIFOYCHHMS/TIOATBEPKAeHUS Helipoelikemun [40].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

KommenTapuu: ouacnos Hetiponelikemuu yCmaHasiu8aom npu OOHAPYICEHUU 8
CNUHHOMO32080U HCUOKOCU OIACMHBIX KIemoK (8 11000M Koaudyecmee) uiu maxk Ha3vléaemoz2o
yumosa 6onee 15/3 (unu 5 kiemox 8 mukpoaumpe).

e PexomeHnayercs BceM ManueHTaM MpU KOHCTaTallMM HEHpPOJIIEHKEMUU B MOMEHT
MEpBOM  JIMArHOCTUYECKOM  CIMHHOMO3IOBOM MNYHKIMM TNEPEBECTH  MAlMEHTa Ha
JeKcaMeTa3oH™** (03bl COTJIACHO MPOTOKOJIy Tepanmuu — cM. mnpuioxkenue A3.1), kak
npernapar, IPOHUKAIOIINIA Yepe3 remaTosHedannueckuit 6apwep [77].

YpoBenb yOeauTeJbHOCTH pexoMeHganuii — B (ypoBeHb [10CTOBEpHOCTH
JI0Ka3aTeJabCTB — 2).

IMoanep:xkuBalomas Tepanus

Iloooepoicusarowas mepanus A6IAeMCsl HeOMbEMIEMOU U HeoOX00UMOU 4acmbio
cmanoapmuou mepanuu OJIJI y e3pocnvix, 3a ucknrouenuem OJIJI u3 spenvix B-numpoyumos. Ee
NPOOONHCUMENILHOCIb COCMABTISIEm 8 CPeOHeM 2 2004.

e Jlammentam c¢ Ph-OJIJI (xpome Tepamuu 3penmoro Bapuanta B-OJLI)
peKoMeHayeTcsl TPOBEACHUE TMOAJCPKUBAIOIICH Tepanuu, COCTOSIICH W3 €XKEIHEBHOTO
npueMa MepKanTormypuHa**, mertoTpekcata** (mo3MpOBKa COTJIACHO NPUMEHSIEMOMY Y
JAHHOTO MAIlMeHTa MPOTOKOIY JIedeHusl, cM. mpmiiokenue A3.1) — 1 pa3 B Hezeno, MyJIbCOB
TIFOKOKOPTUKOCTEPOUTHBIX TOPMOHOB M BUHKpHCTHHA** — 1 pa3 B mecsi [1,2,4,5].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTelbCTB — 5).

KommenTapuu: omom oman  jeueHus  Modcem — OCLONCHAMbCA — pa38uUmMuem
MUETIOMOKCUYEeCK020 — A2PaHyloyumosd,  NOIMOMY  HeoOX00UMO  YemKO  6bINOJHAMb
PpeKoMeHOayuu no KOppeKyuu 003 YUmoCcmamuieckux npenapamos

e Jlanuentam pexkoMeHAyeTCsl TIPOBEACHHE MOJACPKUBAIOIICH TEpaUH C YIYETOM
YKa3aHHBIX B MPUMEHSEMOM Yy JAHHOTO MMAaIMEHTa MPOTOKOJIEC JICUEHUS PEKOMEHIAMKA 10

pPEAYKIMKU 103 C OCJIbI0 MUHHUMHU3ALUKW YUCIIA I/IH(i)CKLII/IOHHBIX OCHO)KHGHHfI, CBA3aHHBIX C
64



Pa3BUTHEM ITUTOTICHUYECKOTO CUHApoMa (cM. pritokerue A3.1) [1,2,4,5].
Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

e He pexomenayercsi mpoBecHUE MOJAepKUBaroleil Tepanuu nocie amio-1TT'CK
(uckmouenne cocraBisger Ph/BCR::ABL-nosutuBHbii OJIJI, mpum KOTOpOM IOKa3aHO
npumenenue UTK nocne anno-TI'CK B Teuenue 2 ner) [1,2,4,5]

Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5).

e PexomeHnayercss mpoBeleHHE MOJICPKUBAIOLICH Tepanuu MalMeHTaM I[oclie
ayto-TI'CK ¢ ydeToMm penyKuuu /103 MpernapaToB, pe3yJbTaTOB PErYISPHOTO UCCIICIOBAHUS
KIIMHUYECKOTO0 U OMOXMMHUYECKOTO aHalM30B KPOBU, U MPH OTCYTCTBUU HH(EKIIMOHHBIX
ocioxxuenuti [1,2,4,5]

YpoBens yOenureqbHocTH pexoMengaumii — C  (YypoBeHb [10CTOBEPHOCTH
JI0Ka3aTebCTB — 5).

e Bcewm nanueHTaM peKOMeHAYeTcsl IpHeM #KO-TpUMOKca3oa [CyibhaMeToKca3ol
+ TpumeronpuM|** (480 mr 1 pa3 B Je€Hb €XEIHEBHO) BO BpeMs BCEH IMOAJEpKUBAIOIIEH
Teparuu ¢ 1eNb0 MPOPUIAKTUKH THEBMOIIMCTHOM IMTHEBMOHMH [ 1,2].

Yposenb  yOenureqnbHocTH  pexkoMengauuidi  C  (ypoBeHb  [10CTOBEPHOCTH
JI0KAa3aTeIbCTB — 5).
Jleuenue MG 001acTHOI JTUM(POMBI

e PexomeHnayercsi BO Bcex Clyyasx SKCTpPaMeNyJUISIPHOTO MOpaKeHUs (Jaxke mpu
orcyrcTBUM nopaxeHust KM) npoBoauTe Tepanuio nmaueHTaMm 1o npotokoiy jedenust OJIJ1
(cm. mpunoxxenne A3.1) [14].

Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5).
o Pexomenayercsi BceM MaIlMeHTaM BBIIOJHUTH AUCTAHIIMOHHYIO JTYYEBYIO
TEpanuIo Ipy MOPAKEHUU CPEJOCTEHUS B 103€ 36 I'p B KOHIIE KOHCOJIUAALNU UITU TIOCIIE
ayto-TI'CK, eciu pasmepbl cpeaoCTEeHHMsl T1IOCJI€ BBINOJIHEHHS BCEX 3TalloB
KOHCOJIMIAIIMY OCTaloTcs yBenuueHHbIMU (3 cM u Ooinee) [1,2,4,5].
YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTelbCTB — 5).
Kommenrapuu: npu OJI/I nopasxcenue numgamuueckux y3noe, neueHu, cene3eHKu,
CcpedoCmenHbIX TUMPOY3108 U MUMYCA He OMHOCAM K IKCMPAMeOYLIAPHbIM, NOCKOIbKY
sblULenepeyUCIeHHble OP2aAtbl AGNAIOMCA YACMbIO TUMPDAMUYUECKOL CUCeMbl OP2aHu3Ma U npu

OJIJI ux e6o6newenue 6 npoyecc Ae6jAenici 00bIYHbIM nposeileHuem sabonesanus. K
65



IKCMPAMEOYINIAPHbIM OMHOCAM  HelpoJielikeMuto (CM. 8bliie), nopajpcenue Kodcu (KOodCHbie
JIeUKeMUuobl), MAeKUX mKaueu, Kocmetl, Au4ex, AUYHUKOS8 U Op.

6.5. Ph— OJIJ1 y no:XuJjibIX ManueHToB

e PexomMeHnayercs JieueHHE Yy NAUMEHTOB CTaplle 55 JIET HA4YMHATh C
npendaspl KOPTUKOCTEPOUIaMu (JO3UPOBKA COTJIACHO TPOTOKOJY, MPEACTABICHHOMY B
npwioxenun A3.1) [1,2,4,5].

Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJbCTB — 5).

e Pexomenayercsa manuentam crapmie 55 ner ¢ Ph-weratuBueiMu OJIJI ¢
YIOBJICTBOPUTEIIBHBIM COMAaTUYCCKUM CTaTyCOM 0€3 TSHKENIOW COMYTCTBYIOMICH MaTOJIOTHH
npoeaeHue MT nuroctaTuyeckumu mnpenaparamMy B CHHKEHHBIX J03aX € HOCIEAYHOUIMMU
KypcaMH KOHCOJHIALMU U MOJAepKuBaromiei Tepanuu (mpunoxxkenue A3.1, nporokon OJIJI-
2009 nns manmenToB crapiie S5 ner) [1,2,4,5].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

e He pexomenayercsa nauuentam OJIJI B Bo3pacrte crapiie 65 neT paccMaTpuBaTh

BO3MOKHOCTb BbINoJIHEHHS! aJl10-TI'CK B CBsI3M € BBICOKMM PUCKOM JIETAJILHOCTH [78].
Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeIbCTB — 5).

o Pexomenayercss nanueHtaMm crapue 65 €T HPOBOJIUTH JIEYEHUE 10
nporpaMmmaM XT ¢ KOppeKIMel 103 LUTOCTAaTUYECKUX MPEenaparoB (CM. IPUIIOKEHUE
A3.1)[1,2,4,5,78].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEpPHOCTH
JI0Ka3aTeJabCTB — 5).

° Pexomennyercs HanyMeHTaMm c Ph-meratuBHBIMHI OJIJI B
HEYJOBJIETBOPUTEITLHOM COMAaTHMYECKOM CTaTyCce€ W/MIU C TSHKENOW COIMyTCTBYIOLIEH
MaTOJIOTUEH  BBINOJHEHHE TAUVIMATUBHOM TEpanmuu — KYIMUPOBAHHE CHMIITOMOB
3a00JIeBaHUS, IPOBEJICHUE 3aMECTUTEIHLHOU Tepanuu TpaHncHy3noHHBIMU cpenamu [78].
Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJlbCTB — 5).

6.6. Jleuenue nauuenton ¢ Ph+ OJLJI UT.

o [Taruentam B Bo3pacte <55 jer, nubO KaHAWATaM 7Sl BBITOJTHEHUS
amo-TI'CK  pekoMmeHyeTcss TpoBeAeHUE Tepanuu uMatuHuOoM™** (600 wmr/cyTt) B
komOuHauuu ¢ XT Ha ocHOBe 45 npenaparoB (CXeMy Tepanuu CM. B IpHIokeHnH A3.1)

[50].
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Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5).

Kommenrtapuu: oouapyscenue y ~30 % nayuenmos c¢ OJIJI mpancnoxayuu t(9,22) u,
coomeemcmeenHo, xumeprozo mpanckpunma BCR-ABL noseonsem ucnonv3osamv 6 JedeHuu
smou ¢popmur OJIJI umamunu6** — HUTK [-c0 nokonenus, nooasgusaiowuti axmueHOCMb
muposunkurazvl BCR-ABL, nossonaowuti 00cmuyb 8 MOHOpedcUMe 2eMamoio2uieckull omeem
vy 70 % nayuenmos, ¢ uacmomoti oocmudicenust [IP nuwwv 6 19-20 % cayuaes. B céa3u ¢ smum
Hacmosiwyee 8pems papadoamvléaromcsl pasiuiHvle KOMOUHUPOBAHHbIE CXEMbL C UCNOIb308AHUEM
yumocmamuyeckux npenapamos, nossoagiowux oocmuds I[Py 90-95 % nayuenmos, a maxoice
yayuywums kayecmea omeema nepeo TI'CK.

° Pexomenayercsas nanveHtaM — crapuie 55 JIET, HE  SBISIOLIUMCS
kanaugatamu Ha BeimonHeHnwe TI'CK, tepamus wumatnHHOOM™** C  BO3MOXKHBIM
no0aBJIeHUEM K HEMY TIIOKOKopTHKocTepou1oB u/miu XT [78].

YpoBenb yOeauTeJbHOCTH pexoMeHganuii — B (ypoBeHb [10CTOBEepHOCTH
JI0Ka3aTeJabCTB — 3).

KommenTapuu: mepaneemuueckue nooxoovl K neueHuro nayueHmos cmapuie 55 nem
Hanpaenenvl 8 6obuel cmeneHu Ha CHUNCeHUe UHMEHCUBHOCMU MePanuu 3a cuem npUMeHeHus
8 Kauecmee 0a3080l mepanuu umamunuoa** (6 guxcuposannot 0oze 800 me/cymku) 6
KOMOUHAQUUU C NepopatbHbiM NPeoHU3onoHoM™* (6 Ooze 40 me/m’ 6 cymku), a maxoce ¢
Huzkounmencueuvimu pexcumamu XT (eunkpucmunom™* u dexcamemazonom™*).

o Pexomenayercsi BBITIONHATh MNPOPUIAKTUKY HEHpOJIEHKEeMUH BCEM
MAIMeHTaM COTJIaCHO BRIOpaHHOMY MPOTOKOIY (cM. mprtoskenue A3.1) [40].

YpoBenn yOenuteqbHOCTH pekoMenaauuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJNbCTB — 5).

KommenTapum: umamunud ** HeOd0CmMamoyHo NpOHUKaem yepes
eemamosHyeanuveckuti bapvep, U €20 KOHYeHmpayus 8 CHUHHOMO32080U JHCUOKOCMU
docmueaem auutv 1-2 % om makoeoi 6 cvieopomke kposu. [loomomy ecem nayuenmam ¢ Ph+
OJJI Heobx00umo nposedenue akmuHou HeUponpoYUIAKMUKU.

IMocTuHAYKIMOHHAS Tepanus

° Pexomennyercsi  BeimmonHenue — amio-TT'CK ot cubnmnra  wnum
HEPOACTBEHHOT'O JOHOPA MaIleHTaM, KOTOPbIe UMEIOT MOKa3aHUs U OTHOCSTCS K TPyIIe
BBICOKOTO pricka (cMm. pasgen 3.2 «lIporHoctudeckue ¢axTopsl IPPEKTHBHOCTH
nedyeHus») [48,53].

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeNbCTB — 4).
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o Pexomennyercst BeimonHenue ayto-TI'CK npu orcyrcrBum HLA-

UACHTUYHOr0  JIoHOpa y  MODb-HeraTuBHBIX  MalMEHTOB C  MOCIEAYIOLIEH

noaaepxkuBaronieit tepanueit U'TK [79].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTebCTB — 5).

IMopnepxuBaromas repanus

° Pexomennyertcst Bcem naruentam ¢ Ph+ OJIJI ucnionb3oBanue

koMmOuHanuu UTK ¢ mepopansroit XT [50].

YpoBenb y0eauTeJbHOCTHM pekoMeHaauuidi — B (ypoBeHb [10cTOBEpHOCTH
J0KA3aTeJbCTB — 3).

Tepanusa Ph-no3ntuBaoro OJIJI y noskuibix nanueHToB

o Pexomennyercs Bcem manueHTtam ¢ Ph-nmozutuBabiM OJIJI crapmie 55 net
nposenenue UT umaruaubom™* +/— creponnamu +/— BUHKpUCTUHOM** ¢ mocneayromeit

KOHCOJUAAIIMOHHON Tepanuel U MoAJepKUBaoIIel Tepanuen (cxeMy MpOTOKOJa CM. B

npwioxenuu A3.1) [50,78].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5).

o Pexomennyercss mamuentam crapme 55 ser ¢ Ph-mosutuBHBEIM OJLJI

BBIMONHATE amno-TI'CK ¢ HeMuenoabnATUBHBIMH pPEXUMaMU KOHAWLIHMOHUPOBAHUS

MOCJIe OLIEHKHU PUCKOB TPAHCIUIAHTAI[MOHHOM JIETAIBHOCTH U KOMOPOUAHOCTH [78].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTelbCTB — 5).

KommeHnTapuu: pesynomamol jevyeHus y NONACUNLIX NAYUEHMO8 3HAYUMENbHO XYice,
Hedxcenu y Oemell U 0Oolee MONOObIX B3POCAbIX. OMO 00BACHAEMC 02PAHUYEeHHbIMU
B03MONCHOCMAMU NPOBEOCHUS] UHMEHCUBHOL Mepanuu 3d cyem COMAmuiecko20 cmamyca
nayueHmos U  CONymcmeylowux 3a001e6anuli 8 NONCUIOM  8o3pacme, a  MAaKdice
HeONa2oNPUAMHBIMU  (DAKMOPAMU NPOSHO3d, NPUCYWUMU NAYUEHMAM OAHHOU B03PACMHOU
epynnol. Ilayuenmor ¢ OJIJI noocunoco eo3pacma 6 Hacmosiujee 8pemsi ONpeoesssiomcs Kax
omoenvHas 2pynna nayueHmos, mpeoyruas UCnoIb308aHUs CReYyupuuHvlXx 011 OAHHO20
go3pacma npomokonos. B bonvwuncmee uccneoosanuii ona OJIJI ¢ cmapwyio eo3pacmiuyio
2PYNNY BKAI0UAIOM NAYUEHMOE 6 go3pacme 55 nem u cmapuie. Ilpu smom y nayuenmos cmapuie
55 nem 30-50 % cocmasnsrom Ph+ OJIJI.

Crparteruu JieueHusi B IepHoJ MOcje TPAHCILIAHTALUHN

o Pexomennyercsi HCIIOJIb30BaHUE uMaTuHuOa** B KauecTBe

nojuepxkuBaromiei tepanuun mnocie amwio-TT'CK (mpunoxxenme A3.1); kpome TOro,
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JaHHAas Tepamnus peKoMeHAyeTcs mpu oOHapyxeHuu TpaHcKkpunToB pl90 umm p210 npu

YCIIOBUU OTCYTCTBHSI MyTalliii, aCCOIIMMPOBAHHBIX C PE3UCTEHTHOCTHIO K UMATHHHOY**

[80].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

° Pexomenayerca mnepexon Ha WTK 2-ro mnokosieHuss mpu pa3BUTUHU

PE3UCTEHTHOCTU K HMMATUHUOY™* (mazatuuHuO**, #uunmotunu6**) (mpunoxxenue A3.1)

[80].

YpoBenn yOenutedbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

KommenTapuu: gui60p npenapama oondicern 66imb OCHOBAH HA AHANU3E MYMAYUOHHO2O
cmamyca.

Penuaus

. Pexomennyercss y manmentoB ¢ OJUJI ¢ peumamBom 3abosieBaHUS

UCTIONb30BaHUE  JazaTUHHOA** w  #HWIoTMHMOAa™* mpH  OTCYTCTBMM  MYyTaIHii,

ACCOIIMMPOBAHHBIX C PE3UCTEHTHOCTHIO K HUM (cM. miprinoxkeHue A3.1) [50].

YpoBenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

KommenTapuu:  6aacmuvie  xknemxu  npu  Ph+  OJIJI  xapakmepusyromcs
NpUOOPEMeHHbIMU 2eHEeMUYeCKUMU AHOMANUAMU, YMO 3HAYUMO GIUslem HAd e20 NPOSHO3 U
cnocobcmeyem npocpeccupo8anHuro 3abonesanus. Y 63pocivlX Hanuuue yumo2eHemudeckux
anomanui, nomumo Ph-xpomocomvl, ommeuaemcs npubIUUmMENTbHO 6 mMpemu CLyYaes.
Hpubnuzumenvro y 50-80 % nayuenmos, oocmuewux I1P na ¢pone mepanuu umamunubom™*, @
meuenue 1 2o0a pazsueaemcs peyuous, 4mo 4acmo AcCCOYUUPYemcs C HAauyueM modeyHou
mymayuu kunasHo2o oomena BCR-ABL, umo oenaem ¢epmenm BCR-ABL neuyscmeumenbHuiM
Kk npenapamy. Ilpubnusumenvno 80 % nayuenmoe c Ph+ OJI/I, y komopwix ommeuaemcs
peyuous Ha pone mepanuu umamunubom™*, umeiom mymayuu bcr-abl, cpedu xKomopwix
oomunupyiom T3151. Umeromcsa OanHvle, 4mo smu Mymayuu mMo2ym G03HUKAMb CIVUAUHO 8
pe3yibmame  GbIPANCEHHOU  2eHemu4eckol  HecmaOulbHoCmu, umo  O0dem  KIemKam
npeuMyecmeo 8 pocme 8 yciosusx cerekmuenozo eoszoevcmsus UTK.

Hazamunu6** sensemcs mynomumapeemuvim uneubumopom kunaz BCR-ABL, SFK,
KuHazvl peyenmopa d3¢puna, PDGFR u Kit. /lazamunub** sensemca 6onee axmusHwiM
npenapamom no CPAGHeHUuio ¢ umamuHubom™* u osggexmueen npu pesucmeHmHuIX K
umamunudy ** xongpopmayusix kunaznoco domena. On cnocoden uneubuposams nporughepayuio

U GKMUBHOCMb KUHA3bL OUK020 muna, a makxce 14 uz 15 mymanmuoix eapuanmos BCR-ABL, 3a
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ucxkmouenuem mymayuu 13151 B KU Il ¢haser 6vina noomeepoicoena 3¢pgexmusHocms
oazamunuba™** npu pesucmenmuocmu k umamunu6y** y nayuenmos ¢ Ph+ OJIJ/I, a maxoice y
nayueHmos, He nepeHocuswux umamunuo**. Jazamunu6** xopowio nepenocumcs, 00OHAKO
Yyacmo  OCNOdCHAemCs — 2emamono2uyeckou  mokcuynocmoio III-IV  cm., ocobenno 6
pacnpocmpanenHvlx ¢hasax 3abonesanus. Heeemamonoeuueckumu nobounvimu s¢gexmamu
0anHO20 npenapama AGNAIOMC ouapes, MOWHOMA, 20108HAsL O0b, nepughepuieckue omexKu u
niespanbubiil 8binom. QOHAKO NPOOIeMOl MAKHCe ABIAEMCS PE3UCMEHMHOCIb K 0a3amuHuoy **,
Hauboee uacmotl npuyuHou komopou saensemcs mymayus T3151.

B nacmosawee epemsa #uunomunuo** u #603ymunub6** mozym paccmampusamvcs 6
Kauecmee anbmepHamussbl umamunuoy** u oazamunuby**. B mo owce epems 0o cux nop oHu
Gdopmanvruo ona neuenuss OJIJI ne sapecucmpuposanvl. Haznauenue moeo uiu unoeo UTK
007121CHO ObIMb OCYWeCmBIeHO NoCie OnpedeleHUs MymayuoHH020 cmamycad.

6.7. OcoOble COCTOSTHUSA NPH JIeYeHUHN OCTPOro JumMdoseinkosa

I'mnepJiedikOUTO3BI

o Pexomenayercsi BceM MaideHTaM MpOBEACHHUE CEaHCOB JielKkouuTadepesa

1py 6€CCMMITOMHOM T€YEHHMHU TUIIEPIEHKOLUTO3a IIPU Yucie JeikouuTos >300 x 10%/1,

a TaKkKe MPU HATUYMU KIMHUYECKOW KapTHHBI JIMKOCTA30B MpPH YHCIE JIEWKOLUTOB

>150 x 10%/n [81].

YpoBenn yOenuteqbHOCTH pekoMenaauuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTebCTB — 5).

Kommenrapum: wucio neiikoyumos € 2emoepamme > 100 x 10°/n 6 oebrome OJLJI
naonooaemcs 6 10-30 % cayuaes OJIJI u saenaemcs, kak u npu opyeux eapuanmax OJI,
Gaxmopom nebrazonpuamuozo npoznosza. Yawe eunepnetikoyumos npu OJIJI pazeusaemcs 6
MONlo0OM 8o3pacme, y MydcuuH, npu T-kiemounom eapuanme (6 38 % cnyuaes uucno
neiukoyumos > 100 x  10°/n), npu wnamuuuu nopagicemus CpedoCMmeHus, MACCUBHOU
2enamocniienomeanuu, Heuponeiuxkemuu, a makxice npu Ph+ OJIJI u MLL-netikemuu.
Knunuueckue nposenenus eunepaeuxoyumosza npu OJIJI obycrnosnenvlt npossieHusMuU
qelikocmaszos. QOHAKo msadcecmyv UX 3HAYUMENTbHO MeHblle, YeM NpU OCHMPOM MUETOUOHOM
netikoze (Oanee — OMJI), u, coomseemcmeenHo, Hudice pawHss lemanbHocms (2—6 %). Peoice
ecmpedaemcsi KIUHUKA JetKOCma308, NposAGIAIOWAscs npusHakamu mrkanesou cunoxkcuu, [{BC-
CUHOPOMOM, OpP2AHHOU OucYHKYUel, 2eMOppasudecKumMu OCI0MCHEHUAMU, 68 MOM Yucie co
cmoponvr L[HC (2-3 %), a makowce nopasiceHuem Jie2OYHOU MKAHU C PA38Uumuem O0cmpozo
pechupamopro2o oucmpecc-cunopoma (oanee — OPJ[C) (6 %) u noueunoii Hedocmamounocmuyio.

Tepanus dannoeo cocmoanus npu OJIJI npeumywecmeenno nHanpaeiena Ha npedomspaujenue
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cunopoma nuzuca onyxonu u JJBC-cunopoma na ¢one nauana XT. /[na smoeo npumenaomcs
qelikoyumadgepesvl, oonaxo sgpgpexmusnocmo ux npu OJIJ1 snawumo nuoice, wem npu OMJI.

o Pexomenayercsi BceM mamueHTaM ¢ MoMmeHTa guarHoctuku OJIJI
IIPOBEJCHUE TEpanuy auIoNypUHOJOM™*, anexkBaTHas T'WIpaTalloHHas Tepanus (1o 3
1/M?), Ipy HEOOXOAUMOCTH — (POPCUPOBAHHBIN JUYPE3 C TIOMOLIBIO UH(Y3HI U IIETIEBBIX
TUYPETUKOB C LIeJIbI0 TPOGUIAKTUKY CHHAPOMA Ju3uca omyxounu [ 1,2].

YpoBenb yOeauTeJbHOCTH pexoMeHganuii — B (ypoBeHb [10CTOBEpHOCTH
A0Ka3aTeJbCTB — 3).

o Bcem marnueHTam mnpu ObICTPOM CHUKEHHHM YHCIIAa JIEMKOLUTOB Ha (hoHE
npezndassl TPEeAHU30IOHOM** peKoMeHyeTcsl MpOBeACHUE IuiazMadepe3a C LENbo
yAJIeHUs] TOKCUYHBIX POAYKTOB paciiaja OMyXo0JIeBbIX KIeTOK [81].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

o Pexomenayercsi BceM MalueHTaM MNpoQHUIAKTHKA CHUHApOMA JH3UCa
omyxounu [81].

YpoBenb yOeautesbHocTH pexoMeHaanuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJlbCTB — 5).

OJLIJI npu 6epeMmeHHOCTH

Yacmoma 3710KauecmeenHblx HOB000PA308aAHUU, ACCOYUUPOBAHHBIX C DEpeMeHHOCmbIO,
omHocumenvro Huskas u cocmasnsem 0,02—0,1 % ecex Gepemennocmeti. Jletikozvl 6 nepuoo
bepemennocmu ecmpeuaromcs peoko (npubauzsumenvno 1 cayuau wua 75 000-100 000
bepemennocmeti). bonvwuncmeo u3z nux npedcmaenaiom cooou OJI, mpemv Komopwvix
npuxooumcs na OJIJI. Omnocumenvhas peoKocms 2mMux NAMoL02ULeCKUX COCMOAHUL ABIAEMCS
OCHOBHBIM TUMUMUPYIOWUM PAKMOPOM, 3aMPYOHAIOUWUM NPOGEOeHUe KDYNHBIX NPOCHEKMUBHBLX
uccnedosanuil, OYeHKy NPUHYUNOE 1e4eHusl U UCX0008, 8 pe3yibmame ONuUcanbl 1uib Heboabuiue
PempocnekmusHvle UCCIe008anusi U omoenvHble cayuau. Takoice OepemMeHHOCMb A81emcs
Kpumepuem uckmouenuss 8 boavuuncmee KU, umo makowce ozcpanuuusaem 603MOICHOCMb
8bIPAOOMKU 0UHBIX NOOX0008 K 6e0EHUI0 IMUX NAYUEHMOE U OYEeHKe Pe3yIbmamos Ux l1e4eHusl.
B pamxax wmmocoyenmposoco KH (ALL-2009) (ClinicalTrials.gov: NCT01193933) oOvirio
NPUHAMO peuleHue O GKIIOYeHUU 8 UCCIe008aHue dHceHujuH, komopvim ouacnosz OJIJI 6win
VCMAHOBIEeH HA PA3IUYHBIX CPOKAX OepeMeHHOCMU.

Pacnpeoenenue no ummynonocuveckum sapuanmam OJIJI coomeemcmeyem maxkosomy 6
obweti nonyasayuu nayuenmos ¢ OJIJI: 6 68 % cnyuaeé ouacnocmuposan B-OJIJ u 6 32 % — T-
OJUIL. Bvina ommeuena Oonee 8blcOKAs 4ACMOMA 8CMpeYaemMocmu (aKxmopos He2amusHo20

npocHo3a y nayuenmos Ha ¢orne bepemennocmu. Tax, MLL-netikemus (1(4;11)) 6vina eviasnena
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npakmuuecku 6 10 pas uawe Ha ¢ome OepmeHHOCMU 6 CpaGHeHUU C 0Owell nonynayueu
obcnedosannvix nayuenmos ¢ OJII (27,3 u 3,2 % coomeemcmeenno). Taxoice no cogokynsocmu
¢axmopos npocroza u omeema Ha npeodasy NPeOHU30IOHOM** npakmuuecku 6ce nayueHmvl
ObLIU OMHeceHbl K epynne 8bicoko2o pucka. Ilpu nposedenuu mepanuu no npomoxony OJIJI-2009
V OepeMeHHbIX JICeHWUH OMMeYeHO, YMO 8 CPAGHeHUU ¢ oOwell nonyrayuel NaAyueHmos
Ccmamucmuyecky 3HAYUMbIX paziuyull. KaKk 6 uacmome UH@EKYUOHHBIX U MOKCULECKUX
OCNIOJCHEH UL, MAaK U 8 ONUMENTbHOCMU UHMEPBANO08 8 leUeHUU N0 NPOMOKOIY 8blA6NeHO He Oblo.

Ilposeoenue  newenus  OJIJI  Ha  ¢one  bGepemeHnocmu  ocyujecmensiemcs
MYTbMUOUCYUNTUHADHOU KOMAHOOU 8padeli, 8KIOUaruel 2emMamonozd, aKyuepa-2uHeKkonosd,
aHecmesuon102a-peanumamornoz2da, 6 cmayuoHape, umerwem B8O3MOICHOCIU  OKA3AHUS
aAKyulepcKol NOMowUu pooopaspeulenus 8 IKCmpeHuuvix cumyayusx [82,83].

. He pexomenayercs mnpu ycranoBineHun guaraoza OJIJI Bo Bpews
OepeMEeHHOCTH OTCpPOUYKa Hauasa JieueHus jeikosa [83].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

o Pexomennyercst npu auarHoctuke OJIJI B TeueHue mepBOro Tpumecrpa
OepeMEeHHOCTH PacCMOTPETh BOIIPOC 00 MCKYCCTBEHHOM INPEPHIBAHUU OEPEMEHHOCTH I10
MEIUITMHCKUM TToKa3aHusM [83].

YpoBenn yOenutedbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

KommenTapuu: eciu owcenwuna u ee cembs HACMAUBAOM HA  COXPAHEHUU
bepemenHocmu, eyeHue Moxcem Obims HAYaAmo U 8 nepeom mpumempe bepemeHHOCmU.

o ITpu BosBnenun OJIJI Ha cpoke OepemenHoctu 13-36 nHemenu (mocrne
3aBEpIICHUS MIEPBOrO TPUMECTpa OCPEMEHHOCTH) PEKOMEHAYeTCsl HAaJyallo MPOBEICHUS
XT mnpu yclnoBHH BO3MOKHOCTH CBOEBPEMCHHOI'O TIPOBEICHHUS BCETO KOMILICKCA
JTUArHOCTHYECKUX M JIeueOHBIX Meponpuatuil kak mno mosoxy OJUI, Tak u mo moBoay
o6epemenHoctH [83].

YpoBenn yOenutedbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeabCTB — 4).

o [Tpu BersBnenuun OJIJI nocie 36-it Henenu 6EpEeMEHHOCTH PpeKOMEHyeTcsl
ponopaspernieHre B xoje npendassl MPeTHU30JI0HOM* * ¢ MOCIIeYIOIMUM MTPOBEICHUEM
XT [84].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeabCTB — 4).

L4 PeKOMeHHyeTCﬂ HCIIOIB30BaHUE JTIOOBIX JICKaApCTBCHHLIX BCIICCTB, B TOM
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YHClie [IUTOCTATHUECKUX M aHTHOAKTepUAIbHBIX MPErnapaToB BO BpeMs OEpEeMEHHOCTH,

PYKOBOJCTBYSICb COOTHOILIEHUEM «PHCK — IOJIb3a» AJIA MaTepu U 1uioaa [83].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeabCTB — 4).

KommenTapuu: cobnrodenue 003 yumocmamuyeckux npenapamos 6 cOOmeemcmsuu ¢
8bLOPAHHOU NPOSPAMMOU dedenus (6e3 pedyKyuu 003), pacCHUMAaHHbIX HA NOBEPXHOCMb meld
nayueHmKu ¢ KOpPeKmupoBKoll No 8ecy 80 8peMs Ne4eHUs.

Ilpu  pazeumuu yepodxrcarowyux HCUSHU OCIONCHEHUL (Hanpumep, HNHEEMOYUCHOU
nuesemonuu, LIMB-ungexyuu) ucnonrvzosams pe2iameHmupo8antvle npenapamol (Hanpumep, Ko-
mpumaxcazon™*, eanyuxnosup** u opyeue) oonycmumo.

o Pexomenayercsi ¢ y4eToM BO3MOKHOTO TEpPaTOIE€HHOIO BO3JEHCTBUS
#MmeToTpekcaTa®**  BBINOJIHEHME  WHTPATEKAJTbHBIX  BBEIACHUM  IIUTOCTATHUYECKUX
npenapaToB Ha GpoHe OepeMeHHOCTH 0e3 MCIIONIb30BaHus #MeToTpekcara™™ [82,83].
Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeNbCTB — 4).

o Pexomenayercsi ¢ y4eToM BO3MOXKHBIX KOAaryJlIOTMYECKHUX HapyLIEHUIN
MEPEHECTH BBEACHHS acliaparuHas3bl™* Ha 3Tarbl JIeUeHus mocie pogopaspemenus [83].
YpoBenn yOenuteJbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeabCTB — 4).

o Pexomenayetrcst mpu Ph+ OJIJI Ha doHe OEepeMEHHOCTH IPOBEICHUE
Tepanuu UMaTUHUOOM** B COYCTAHHH C TIIOKOKOpTHKOoHIamMu (mpuioxenne A3.1) [85].
Yposenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeNbCTB — 4).

° Pexomenayercsi peAnoYnTaTh METHINPEAHUIONOH** 1 IpeqHU30I0H**
JeKcaMeTa30Hy** BBUIy BO3MOXKHOCTH Pa3BUTHs HEOJArOMPUSTHBIX HEBPOJIOTHYCSCKHX
MOCJICJICTBHH Y TJI0JIA B CTy4yae MPUMEHEHHUs MMociaeaHero [85].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

o PexomMenayeTcsl TUIAHUPOBATH CPOK POAOPA3PEIICHUST C yYETOM JHEH
BBEJICHUSI ILIUTOCTATUYECKUX IIPErapaToB HE paHee 4YeM uepe3 2—3 HeIenu Iocie
BBCJICHUS IIUTOCTATHYCCKHX TIPEIapaToB C ICJIBI0  YMECHBIICHHUS BEPOSITHOCTH
MUENOCYIIpeccHt y 1ioaa [86].

YpoBenb yOeauteabHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

L4 PeKOMeH}IyeTCﬂ BBITIOJHATL POAOPA3PCHICHUC ITYTEM KECapeBa CCUCHUA
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[86].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeabCTB — 4).

KommenTapuu: svibop cnocoba pooopaspeuienuss onpeoensemcs COCmMosHuemM niood,
comMamuyeckum Cmamycom nayuenmKu, 2emamoso2udecKumMu noKaameusimu u Ccmpozo 8
coomeemcmeuu ¢ axkywepckumu noxazanuamu. Camonpous3goibHvle poobl Mo2ym Ovlmb
8b10paHbl KAk cnocob podopaspeuienusi moavko npu Haauuuu y nayuenmos pemuccuu OJII,
VO081emBOPUMENbHbIX NOKA3Amenel 2eMOSPamMMbl U NPU XOPOULeM COMAMUYECKOM CMAamyce
nayuewma u COCMOAHUU N100d. B ocmanvHuix cumyayusx npeonoumumenvHo 6biNOJHAMb
pooopaspeuieHue MemoooM Kecapesa Cedetus..

o He pexomeHnayercsi BBIMONHATH SHUAYPAIbHYIO aHECTE3UI0 IPHU
tpombormTonennu <80 % 10°%/11 w/umu neirponenun <1 x 10°/1 npu pogopaspenieHuu Bo
n30eKaHUe OCIIOKHECHUH, CBI3aHHBIX CO CITMHHOMO3TOBOM ITyHKITHEH [86].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeNbCTB — 4).

o Pexomenayercsi manMeHTKaM TIpU  IUIAHOBOM  IPEKIEBPEMEHHOM
polopaspenieHud Ha cpoke 24-35 Hedenb MNPOBOAUTH NPOPUIAKTHKY OCTPOTO
pecnuparopHporo gucrpecc-cuiapoma (OPJIC) mnnona pexkcamerazoHom™*  8—12
MT/CYTKH 2 pa3a B JIeHb B TE€UEHUE HEJENHU 10 poIoB [86].

Yposenb yOeauteabHocTH pexkoMenaamuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJNbCTB — 5).

o Pexomenayercsi mainyeHTKaM B IOCIEPOJOBOM TMEPUOAE IPOBEICHUE
YTePOTOHUYECKOW Tepamuu (OKCUTOLMHOM™®*) U MeAMKAMEHTO3HOE I0/IaBIICHUE
nakTaruu [83].

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C  (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

6.10. Pemuausel Ph— OJIJ1
Peyuous neiikemuu y e3pocivix nayuenmoe ¢ Ph- OJIJI ocmaemcs nepaszpeuieHHOU

mepanesmuyieckol npooaemou. Pezynomamer neuenus dannoi ¢azvl 3ab01esanus HeeaUKU, U
peyuous OJIJI 0o Hacmoswezo 6pemenu pacyenusaemcss Kak O00OblYHO UHKYpabelbHoe
namosnozauieckoe cocmosiHue. Xoms y psaoa nayuenmos 603MOIICHO OOCMUIICEHUe 6Mmopol
noaunou pemuccuu (danee — IIP2), wacmoma IIP2 ocmaemcs Huskou, a Mmeouana
gvloCUBAEMOCmUY  nocie peyuousa — kKopomkou. Ilpeocmasnsemcs obOwenpuHamvim, 4mo
nayueHmvl, y KOMOpulxX ommedaemcs peyuous 3a001e6anus, He Mo2ym OblmMb U3eyeHbl MoIbKo

nymem XT. Eouncmeennvim 8apuanmom paouxaivroo nevenus aeisiemcs anno-TI CK. B yenom
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amo mpebyem Oocmudicenus omHocumenvho cmotikou IIP2 uma ¢pone mepanuu cnacenus,
KOmMopas 00JINHCHA aCCOYUUPOBAMBC C MUHUMATILHOU MOKCUYHOCMblo. B amom koumekcme
peyuousvl, pazsusuwiuecsi nocie amo-TI'CK, saenaiomcsa ewe 6Oonee  3HAYUMENLHOU
mepanesmuieckol npobdnemou. Bcneocmeue Hebrazonpusmubix 00WUX UCXO0008 Y OMUX
NayueHmos8 COXpaHsemcs 3HaA4UmenbHas nompeOHOCmy 8 papabomke U UCCIe008AHUU HOBLIX
JIeKAPCMBEHHbIX Ccpedcms. Bozmooicnviv  eapuanmom JneueHuss OAHHOU 2pynnvl NAYUEHMO8
saensiemcs eknoveHue ¢ npomoxonvt KU, 6 mom uucne Hoswvix npenapamos. Taxkum obpazom,
OOHUM U3 OCHOBHBIX KIUHUYECKUX peuieHUull y nayuenmos ¢ peyuousnvim Ph- OJIJI sasnsemcs
8b100p Mmedicoy cmanoapmuoti X1 cnacenus u 3KCnepumMeHmaibHoU mepanuet, 3a KOMopblmu
ooncua cnedosamv anno-TI'CK 6o ecex ciayuasx, ko20a 3mo 603MOJHCHO, JedeHue OAHHbIX
nayuenmos npouzeooumcs 6 pamxax KH.

o Pexomenayercss BceM MalmueHTaM MpH TMO3AHEM peuuause (Oonee 6
MECSIIEB OT OKOHYAHHWS IOJJICPKUBAIOIICH TEepanmuu) WCIOIb30BaTh CTaHIAPTHYIO
tepanuto B-OJIJI u T-OJIJI 1-it nunun (cMm. npunoxenue A3.1) [96,97].

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 4).

o B kauectBe Bo3MOxkHBIX XT KoMOMHALIUN peKOMEHyeTCsl UCIOIb30BaTh
nporpammbel FLAGIda wim Hyper-CVAD, mu6o #06opTe3omMuba Kak B MOHOTEpAIHH, TaK
U B KoMOuHanusx (cMm. mpusioskenne A3.1) [98].

YpoBenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 4).

o Pexomenayercsi B JIGUCHUM PEUUIMBOB TMPU HATUYUH BO3MOXHOCTH
MPUMEHSTh MUTOKCAHTPOH** BMECTO AHTPALUKINHOBBIX aHTHUOUOTHKOB
nayHopyOummuHa**, mokcopyounmHa** nnm #unapyoununa*™* (mpunosxenue A3.1) [99].
YpoBenb yOeAuTEJNbHOCTH PpekoMeHAamuidi — B (ypoBeHb /J10CTOBEPHOCTH

JI0KA3aTeJbCTB — 3).

o Pexkomenayercst MpenrnoyTHTEIBHOE HCIOIB30BAHKUE JIeKcameTa3oHa*™*
BMECTO IIPEAHU30JI0HA™* B cBsA3M ¢ Ooubiel 3¢ pekTuBHOCTHIO [77].

YpoBenb yOeaureqbHOCTH pexoMeHgauumid — B (ypoBeHb J0cTOBepHOCTH
A0Ka3aTeJbCTB — 3).

o Pexomenayercsi BceM MalnMeHTaM, Yy KOTOpbIX jgocturayra [IP2,
KOHCYJIbTaHIIMS B TPAHCIUIAHTOJOTHYCCKOM IICHTPE I YTOYHEHHUS BO3MOXHOCTH
BbinoaHeHus M HLA-coBmectumoit amto-TI'CK [53].

Yposenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4).
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. Pexomenayercss BceM mMmalMeHTaM C paHHUM  PELUUJIMBOM  HIIU
nepcucrenier MOb npu B-knerounsix OJIJI mocie OKOHYaHUS KOHCOJMAAIIUU
npuMeHeHue OnuHatymoMaba** B MoHorepanuu wiu B coderanuu ¢ UTK B cBs3u c
apdexTruBHOCTHIO (Tpuioxenue A3.1) [70].

YpoBenb yoOeaureqbHOCTH pekoMengauumid — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 4).

o Pexomenayercss BceM MalMeHTaM € pPaHHUM  PELUJIMBOM  WIIU
nepcucreniueit MOb npu T-knetounsix OJIJI npumeHenune Henapabuna*™* B coueTaHuu
¢ muknodochamunoM™* u #aromozumom** (cMm. mpunoxkenue A3.1) [100].

YpoBeHnb y0eauTeJbHOCTH PpexkoMeHaanuid — B (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 3).

o Pexomenayercst nanueHTam ¢ peruauBoM uiM nepcucreniueit MOb npu
T-knerounbix OJIJI (B ToM umcne ¢ KOIKCOpeccHed MHUEIOUTHBIX MapKepoB)
MpUMEHEHHE #BEHETOKIIaKCa B COUCTAHUH C #IeUUTAaOMHOM WU B IPYTUX KOMOWHAIUSAX
(cm. mpunoxxenue A3.1) [101].

YpoBenb ybOeaureabHOCTH pekoMeHgauumid — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

6.11. TpanciIaHTAlMS TeMONMOITHYECKHUX CTBOJIOBBIX KJIETOK
Annorennas TI'CK
llokazanus k evinoanenuro anno-TI'CK onpedenaiomes 6 3a8ucumocmu 0m KOHKpemHozo,

8bIOPAHHO20 cemamoiocuyeckum yenmpom npomokona nevenus (OJ1J1-2009, GMALL, GRAALL,
MB2008, Hyper-CVAD) (cm. npunoscenue A3.1 u A3.3) [53,54,60,63,102].

o [MTaumentam ¢ OJIJI B Bo3pacte 1m0 55 JeT, MOJTYYaOMIUM JICYCHHE I10
npotokony OJIJI 2009 (mpunoxxenue A3.1), U3 rpynmnbl O4eHb BBICOKOTO PHCKA, KOTOpast
yCTaHaBJIMBaeTCs B /e0r0Te 3a0oneBaHus (LUTOTeHETHUYECKUe HapymeHus t(4;11) wmmm
t(1;19), a Taxke Ph+ OJUI (t(9;22/BCR-ABL)), B CBSI3M BBICOKMM PHCKOM Pa3BUTHSA
peuuauBa 3aboneBaHus pekoMeHayetcs BeimojHeHue amio-TT'CK ot coBmecTumoro
POACTBEHHOT'O MJIM HEPOJACTBEHHOTO JoHOpa [63,103].

YpoBenb yOeaureqbHOCTH pexoMeHgauumid — B (ypoBeHb J0cTOBepHOCTH
A0Ka3aTeJbCTB — 3).

o Pexomenayercsi paccMaTpuBaTh BO3MOXKHOCTh BbINOJHEHUs amio-TT'CK
y MaIMEeHTOB B BO3pPACTE CTapie 55 JIET U3 IrPYIIbl OYEHb BHICOKOTO pUCKa (CM. pa3zeln
3.2 «IIpornoctuyeckue ¢GakTopbl d3PPEKTUBHOCTH JICUCHUA») MPU HATUYUU TOTHOCTHIO
HLA-coBMecTUMOTro JOHOpPA M TOJIBKO MPU OTCYTCTBUU 3HAYUMOM KOMOPOUIHOCTH, PU

KOTOpOﬁ PUCK TpaHCHHaHTaHHOHHOﬁ JICTAJIbBHOCTH HC IIPEBbINIAT OBI PUCKH PA3BUTHUA
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peunausa [53].
YpoBenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

o Pexomennyercst BoinonHenue ayo-TT'CK y nanueHToB ¢ nepcucreHuuei
MOB, HO ansg 3TOro HEOOXOAMMO BBINONHATH Bechb 00beM XT u mMonutopuHr MOb B
PelyCMOTPEHHBIE BPEMEHHBIE TOUKH COTJIACHO BEIOpAaHHOMY MPOTOKOIY [53,66,67].
YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 4).

° Pexomenayercss Bcem nanueHtaMm  BbinojgHeHue amo-TT'CK ot
poAcTBeHHOTO JoHOpa B mepBod [IP mpu HeageKkBaTHOM BBIMOJHEHUU JIOOOTO U3
IIPOTOKOJIOB MPOIPAMMHON TE€pPAuu B CBA3U C BBICOKMM PUCKOM peuuausa [1,2].
YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJbCTB — 5).

o Pexomenayercsi paccMaTpuBaTh BO3MOXKHOCTh BhINOJHEHUs amio-TI'CK
y TIAlIMEHTOB BO BTOPOH U 00Jiee O3IHUX PEMHUCCHUSIX 3a00JIEBAaHUS C LETBIO YITYqIICHHS
JIOJITOCPOYHBIX PE3yJbTaTOB Tepanuu [96].

YpoBenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

Kommenrtapuu: anio-TI'CK 6 pazsepnymom  peyuouse 3aboresanus u npu
pedpaxmeprnocmu k XT 6o30eticmeuto He yenecoodpasta.

o Pexomenayercsi BBINOJHATh TPAHCIUIAHTALMIO OT aJbTEPHATUBHOIO
JIOHOpa (TarIoWJEHTUYHOr0, TpaHCIJIaHTAlMUsl ITyIOBUHHON kpoBu B pamkax KW) mpu
orcyrctBur HLA-unentuunoro gqonopa [96-98].

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 4).

o Pexomenayercss y BceX MalMEHTOB NP OLIEHKE BO3MOKHOCTHU
nposenenus amio-TI'CK yuuteiBath dakTopsl pucka, ces3annble ¢ amio-TI'CK [96-98].
YpoBens yOeauTeqbHOCTH PpekoMeHaamuid — B (ypoBeHb /J0cTOBepHOCTH

JI0KA3aTeJbCTB — 3).
AyTto-TI'CK

o Pexomennyercs BoinonHenue ayto-T1'CK y maumentoB ¢ Ph+ OJII (B
clly4ae HEBO3MOKHOCTMH BbInonHeHus amio-TI'CK) mpu oTcyTcTBHM MUHUMAIbHOMN
pe3uayansHO OOJIe3HH C TpoBeneHueM mnojanepxkuBaromeil teparmmun MUTK  mocie
TpanciianTauu [80].

Yposenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J0CTOBEPHOCTH
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JI0KA3aTeJIbCTB — 4).
Kommenrtapuu: aymo-TI'CK ¢ PY3 npu OJIJI ne gbinoansanocsy
o Pexomennyercst BemonHenue ayro-TI'CK B pamkax mporokosna OJLI-

2009 nns marmenToB ¢ T-OJIJI mocne 3aBepiieHust KOHCOTUAAIMHU 10 TTpoTtokory OJIJI-

2009 ¢ nocieayomuM MpoBeISHUEM MO IEPKUBAIOIIEH Tepanuu [63].

YpoBenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4).

6.12. ConpoBoauTe/IbHasA Tepanus

OO0mme MmeponpusATHSA

IlIpomokonwr  newenuss  OJIJI  npedycmampusarom  npogedeHue  UHMEHCUBHOU
UHOYKYUOHHOU U KoHcoauoayuonHou XT. Ilpu smom ucnonvzoganue yumocmamuxos u
UMMYHOCYRPECCaHmos8 Hapsdy C OCHOBHLIM 3a0071e8aHuemM MOXdCem HPU8OOUMb K UWUPOKOMY
CNEeKmpY MAACENbIX OCNONCHEHUl, 8 YACMHOCMU K UHQEKYUsIM, KPOBOMEYeHUAM, MYKO3UMY,
NPOSIGNIEHUI0 MOKCUYHOCTNU CO CIMOPOHBL PA3NIUYHLIX 0pP2aH08, peome u m. 0. I1o amot npuyune
nayuenmosl ¢ OJIJI mysicoaromes 6 muamenbHOM MOHUMOPUHRE, A MAKJCE 8 NPOBedeHUU
coomeemcmayroueli NPoYUIAKMULECKOU U NOOOePHCUBAIOweti mepanuu.

AHTHAIMeTHYECKas] NPOPUIAKTHKA U Tepanus

o Pexomenayercsi BceM TalMEHTaM IPOBOJUTH  AHTHIMHUTHYECKYIO

TEpanmui0 C LEJIbI0 TMOJHOW MNPOPUIAKTUKH TOIIHOTHI W PBOTHl y MAIlMEHTOB,

nonyvaroumx XT [104].

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

KommenTapuu: ¢ anmusmumuueckoil yenvro NPUMEHAIOMCSA AHMA20OHUCTIbL PeYenmopos
CEPOMOHUHA U KOPMUKOCMEpOouodvl. Omu npenapamvl peKOMeHOVIOMCs O NPpUMEHeHUs 8
KOMOUHAyUY npu UcCnonb308anuu pexcumos X1, xapakxmepusyrouwuxcs yMepeHHOU U 8bICOKOU
IMemo2eHHOCmblo. B omoenvubix cumyayusx, 6 wacmHocmu npu NPo8eodeHuUUu blCOKOOO3HOU
komounuposannou XT, ebl00p aHmMudIMemuKa OOAHCeH ONpedenamvbcs Hauboiee IMemoceHHbIM
Komnonenmom (cm. npunodxcerue A3.4) [104].

Tpancgy3uonnas repanus

Ycenewnoe neuenue OJI, 6 uacmnocmu QOJIJI, Hego3zmodcHo npu omcymcmeuu
3amecmumenbHol mepanuy KOMROHEHMAMU KPOSU U CONPOBOOUMENbHOL MePanuu.

Tpancdy3um 3puTPOUUTHONH M TPOMOOLMTAPHON MAaCChI

o PexomMeHnayeTcsi OCYIIECTBIATH TpaHC(PY3UH DSPUTPOIMTHON MacChl

HaIUeHTaMm JUisl MOoJIep>KaHusl KOHIIEHTPAluu reMorjio0nHa Ha ypoBHe >8 r/ai [105].

YpoBenb yOeaureJbHOCTH pekoMeHgauumid — B (ypoBeHb J0CTOBepHOCTH
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JI0KA3aTeJbCTB — 2).

o [Tpy HaNMUYUU COMYTCTBYIOIIEH MATOJOTMH CEeplla WM JIETKUX, a TaKkKe
€CIM aHEeMHUs COMPOBOXKIACTCS KIMHUYECKOW CHMIITOMATUKOW, pPeKOMeHAyeTcs
BBITIOJHATh TPAaHC()Y3UH JPUTPOIUTHOM MacChl M TpU Oo0Jiee BBICOKUX 3HAUCHUSIX
KOHIICHTPAI[UU TeMOTJIOOMHA TIPH HATMYHH COOTBETCTBYIOIINX KIIMHUYCCKUX TTOKa3aHUI
[105].

YpoBenb yOeaureJbHOCTH pexoMeHgauuid — B (ypoBeHb J0cTOBepHOCTH
JA0KA3aTeJIbCTB — 2).

o PexomenaylwoTesi BBINONHEHHWE TpaHC(y3UH KOHLEHTPAT TPOMOOLIUTOB
OCYIIECTBJIATh NPU CHUKEHUM KojmuecTBa TpombormToB <10 x 10° /m, mpu Gosee
BBICOKHMX 3HAUEHHUSX KojuuecTBa TpomOouutoB (20 x 10° /n) B ciydyae NOBBIIIEHHS
Temneparypsl Tena >38 °C, npu pa3BUTUU KIMHUYECKHA 3HAYUMBIX KPOBOTEUEHUN JTHOO
nepe]] BhIMOJIHEHUEM HHBA3UBHBIX MHTEPBEHIIMOHHBIX BMenIaTeascTB [106].

YpoBenb ybOeaureqbHOCTH pekoMengauumid — C (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

o Pexomenayercsi 0OMydeHUE OSPUTPOIUTHOW MacChl W KOHICHTpAT
TPOMOOILIUTOB € LENbIO MPOGUITAKTUKN peaKkINK «TpaHcdy3aT NpOTHB X03suHay [ 1,2].
YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J0CTOBEPHOCTH

JI0Ka3aTeJbCTB — 5).

IIpodunakTuka reMopparudecKux U TPOMOOTHYECKHUX OCTOKHEHUIt

o Pexomennyercsi manueHtaM Ha (¢GOHE Tepamuu —acmaparuHazoi™**
KOHTPOJIMPOBATh TapaMEeTPhl CBEPTHIBAHHUS KPOBH C IICNIbI0 Hadaja 3aMECTUTCIIHLHON
Tepanuu MNpu uX JedunuTe (HApUMep, pPEKUM JO3UPOBAHUS AHTUTPOMOUHA C
npodmraktudeckoit nenpro: 50 ME/kr maccel Tena B TeueHue 7—10 mociemoBaTenbHBIX
JHEW CO JHS Hayaua TEpanmuM acraparuHa3oin** (moakoxHo, B go3e 6000 ME/Mm?, B
teueHue 7 nuei) [107].

YpoBenb y0eauTeJbHOCTH PpexkoMenaanmuii — B (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 3).

KomMmeHnTapuu: Tepanus eniokokopmukocmepouoamu, aHmpayukiuHamu u 0coOeHHO
acnapa2unazou™™® mooxcem npusooumsv K mANCEIOMY HpUOOpemeHHOMY Oedhuyumy 0enKos
Kaiacca — Cepnunos  (UHSUOUMOPO8  CEePUHCOOepHCawjux  npomeas),  NPeUMyuecmeenHo
anmumpomMoOuros u anv@a-1-anmumpuncuna. Pacnpocmpanennocms 3mux OCLONCHEHUL Om
2,1-15 %.

Anmumpombun  npeocmasnsem coOOU  OCHOBHOU  PU3UONOCUYECKUL  UHSUOUMOD

mpomobuna u gaxkmopos ceepmuisanus IXa, Xa, Xla. On maxoice s611emcs anmazoHucmom
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gaxmopa ceepmuieanusn VII, yckopsas ouccoyuayuro KOMNIEKCO8, 00pA308aHHbIX (aKmopom
Vila u mxanesvim ¢haxmopom. Anmumpomobun obpazyem neoopamumvie 653U C AKMUBHLIMU
Gepmenmamu, auwias ux npomeonumuyeckou akmusnocmu. Kpome mozo, npu ucnonvzosanuu
acnapazsunasel** coobwanoce 06 usMeHeHuu KoOHGopmMayuu MOIEKYIbl AHMUMPOMOUHA, YMO
npUGOOUNO K ympame cmaduilbHOCMU U 8 pe3yivmame K 00pa308aHuro azpezamos Oenka,
HaKanIueaswuxcsi 6 YucmepHax 3HOonaazmamuyecko2o pemuxyryma. Takum obpazom,
nayuenmvl, KOMOPLIM 6600sim acnapacunaszy™*, xapaxmepusyiomcs NOGbIULEHHbIM PUCKOM
mpom60306. Xoms CHUdCEHUe KOHYEHMPAyuu aumumpoMOUHa Yacmo conposo#coaemcs
eunoguobpunocenemuell, 0ObLIO NOKA3AHO, YMO HU3BKASA  KOHYeHmpayus  Guopunozena
npedpacnonazaem 8 601vbuiell CMmenenu K mpomoo3am, Hexcelu K KpOBOmeyeHUsM.

o [Ipy MacCUBHBIX SKCTpaMEAYJUIAPHBIX OdYarax MOpa)keHHs (Yale BCero
oparaoB cpenoctenuss npu OJUI/JIBJI), TpoMOOTHYECKHMX OCIOKHEHUSAX Ha (oHe
TEpaMi WIM HATUYAA TPOMOO30B B aHaMHE3e PEKOMEHAYeTCsl IPOBOJIUTH
AQHTUKOAryJIsSIHTHYIO TEpalui0 COTJIaCHO CYIIECTBYIOUIMM IPOTOKOJAM  JICYCHUS
BEHO3HBIX TPOMOOIMOOIMYECKUX OCIOKHEHUH (CM. COOTBETCTBYIOLIUE KIMHUYECKUE
pEeKOMEHJAMA  TIO0  JWArHOCTHKE, JICYCHUIO W  NPOQPHIAKTHKE  BEHO3HBIX
TpOMOOIMOOIMIeCKIX oclioxkHenui [1,2,4,5,92].

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).
3amecTuTeNBHAsI TEpPaNus KMMYHOIJI00y THHAMU

o Pexomennyercst nanmentam ¢ OJUJI BBeneHHMe MMMYHOTJIOOYJIHMHOB MPHU
JIOKAa3aHHOM T'eHEPATM30BaHHOW BHPYCHOM WHGEKIHH (BUpycaMu TPYMIbl Teprieca,
nuToMeraniopupycom (nanee — I1IMB)), a Takke npu CHUKEHMM IIOKa3aTesnei
HOPMaJIbHBIX UMMYHOTJIOOYJIMHOB HUKE HOpMallbHbIX 3HadeHwui [ 108].

YpoBenb yOeautenbHocTH pexoMeHaanuii — C  (ypoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

Kommenrtapuu: y nayuenmos ¢ OJI/I yacmo onpedensiemcs 2uno2ammazinooyiunemus,
HO 00 Hacmoswe20 6pemMeHu He Obll0 NOAYYEeHO O00KA3amelbCcme 3ghghekmusrnocmu
npourakmuyeckux — uH@ysuii - umMmyHocno6ynunos. Ilayuenmam Ha  gone  mepanuu
onunamymymabom™**  unu  pumyxcumadom**  HeobXo0uMo KOHMPOIUPOBAMb COOEPICAHUE
UMMYHO2I00YIuH08 1 pas 6 2—4 uedenu, 6 3a8UCUMOCHU OM KIUHUYECKOU CUmyayuu, u, npu
HeobX00uMocmu, 8bINOIHAMb 3AMECMUMENbHYI0 mepanuio ummyHo2nooyrunamu [1,2].

HNuas conpoBoauTebHas Tepanus

daxkTopsbI pocTa

L4 He PEKOMECHAYETCH Ha3Ha4YCHUC nanucHTam nperapaToB
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IpaHyJIOIUTAPHBIX KoJoHUecTUuMynupyoumx ¢akropos (I-KCD**) nu Ha ogHoM sTane

neuenuss OJUJI. Uckmouenue cocraBustor JIb 6e3 mopaxkenuss KM, mpu KOTOpbIX

BO3MOXHO ucnoib3oBath [-KCO** ¢ 1menplo COXpaHEHUS CPOKOB BBIITOJHEHHUS

nportokona [1,2].

Yposenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

KommenTapuu: 6 6Oonvuwuncmee esponetickux HayuoHaavHuvlx npomoxonax I-KC®
UCNONIL3Yemcsl ¢ NPOPUIAKMUYECKOU YeNblo 8 npoyecce UHOYKYUU U KOHCOTUOAYUU PEMUCCUU.

IHonaBieHue MEHCTPyaluM U COXpaHeHue PepTUIBHOCTH

o V¥ Beex xeHuwH ¢ OJIJI B mpemeHonay3e peKOMeHAyeTCsl [10JaBJICHUE

MEHCTpyalii ¢ [elbl0 MUHUMHU3ALMKW  PUCKOB  KpOBOTeUeHHS Ha  (oHe

TpoMOonmroneru# [ 109]

YpoBeHnb yOeauTeJbHOCTH PpexkoMenaanuii — B (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 3).

O0e300anBaOmas Tepanusi
o [Ipy BO3HMKHOBEHHH OCTPOTO WM XPOHHYECKOTO OOJIEBOr0 CHHIpPOMA

NAl[MCHTY PeKOMEHAYeTCsl TMPOBOJIUTH 00e300JIMBAIOIIYI0  TEpamuio  COTJIACHO

CYIIECTBYIOIIUM IPOTOKOJIAM 00e3001uBaHusl (CM. COOTBETCTBYIOIINE KIMHUYCCKUE

PEeKOMEHIAalMK 1O  XPOHUYECKOW  OO0M, KJIMHUYECKHE  PEKOMEHIAIuu IO

AQHECTE3UOJIOTUH), B TOM YHUCIE, MO MOKa3aHUAM, C MPUMEHEHUEM HAPKOTUYECKHX U

MICUXOTPOMHBIX JIEKAPCTBEHHBIX Tpemnaparos [1,2,4,5,110].

YpoBenb ybOeaureqbHOCTH pekoMengauumid — C (YpoBeHb J0CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

Cnedyem yuecmo, ymo y nayueHma mo2ym 0bimv HeCMAaHoapmHvle Nposigienuss OOoNe3HU,
a makoice couemawnue KOHKPemHou O0Ne3HU ¢ OpyeUMU NAMOLOSUAMU, YO MOMCem OUKMOBAMb
Jeyawemy 6pauy UMeHeHusi 8 aneopumme 6blo0pa ONMUMANLHOU MAKMUKU OUACHOCMUKU U
Jle4eHUsl.

[MoaHonEeHHOE cO0JII0IeHHe POTOKO0JIOB JieYeHUs (pexuMa Tepanuun)

Cnocobnocmo 3a8epuiums NOHbIU KYPC UHOVKYUOHHO-KOHCOMUOAYUOHHOU mepanuu 6
meyeHue YKa3aHH020 Nepuooa 8pemeHu, a 3amem BbINOHAMb NOOOEPHCUBATOWYIO MEPANUIO 8
NOTHOM — 00veme  ABIAeMCs  YemKUM  NPOSHOCMUYECKUM  (hakmopom,  HeOOHOKPAMHO
NPOOEMOHCIPUPOBABUUM CE0I0 ZHAUUMOCTb 8 BCeX 3aPYOeCHbIX UCCTed08anusx. AdekeamHoe
XT 6030eticmeue ocmaemcsa — @yHOamenmom  ycnewinozo Jneuenus. K coorcanenuro,
HeaoeK8amHoCms BbINOJIHEHUS NPOMOKON08 JleYeHUs 00 CUX S61Aemcs OOHOU U3 OCHOBHLIX

npu4uH 3HAYUMeN1bHO MeHbulel ad)d)ekmuenocmu JledeHusl nayueHmaoes ¢ OJI 60 mHocux
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2emMamoio2udeckux YeHmpax.

Heobxooumo cuumamov negvinonHenue npomoxonia mepanuu, HepeiameHmuposanHoe
CHUDICEHUe 003 Npenapamos, OaumenbHvle UHMEPBAbl 0e3 JeueHus, He NpedyCMOmpeHHble
NPOMOKOIOM, 2PYObIMU HAPYUEHUAMU XUMUOMEPANeemuiecKko20 Nnpomoxond, U OYeHU8ams

MaxKux nayueHmos Kax nayueHmos ¢ Kpatme Heoia2onpusmusvimu ucxooamu mepanuu [1,2].

Taprernas Tepanusi

IIpoepecc 6 uzyuenuu monexynspnoco namozenesa OJIJI npueen Kk pazpabomke HOBbIX
Mapeemusbix npenapamos, m. e. MOAeKyl, MexaHusm Oelicmeus KOMopbviX CA3aH C GIUAHUEM HA
benxu, yHKYUs KOMopuLX U3MEeHemcs 8 pe3yibmame Mymayuu uiu mpauciokayuu. Hanpumep,
2eHemuyecKue UIMEHeHUs Npugoosm K MYMAyusM 6 2eHaX, aKMmueupylowux Kackaobvl
mpancoykyuu cuenana (nanpumep, IKZF1, JAK, PDGFRB, FLT3, KIT, RAS), ciusanuto 2cenos
UTU MYymMayusm, RPUEOOSUYUM K NOBBIUEHUIO UNU YeHEeMEeHUIO MPAHCKPUNYUOHHOU aKMUBHOCTIU
(nanpumep, BCR-ABL, CEBPA), unu k HapyweHnuto (yHKYuUU 2eHO8, B08IE€UEHHbIX 8 nepeoavy
cuenana (nanpumep, NUP9S). Xoms o0ns nexomopwvlx npenapamos, Oelucmeyrowux Ha
MONEKYIAPHOM YPOBHe, U Ovlia npodemoHcmpupogana sgpgexmusnocmo npu OJII, yoce na
cmaouu KU 0vi10 nouammno, 4mo OONbWUHCMBO U3 HUX HEOOXOO0UMO UCNONb308AMb 6

CcoOuemaHuu co CMaHOapmHuIMu yumocmamuveckumu npenapamamu [11, 28-33, 111].
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Ipuioxkenne A3. CipaBo4Hble MATEPHAJIbI, BKJIKOYAsi COOTBETCTBUE MOKA3AHUI K
NPUMEHEHUI0 U MPOTHBOMOKA3aHUIi, CIOCO00B MPUMEHEHUS M /103 JIeKAPCTBEHHbIX

npemnapaToB, HHCTPYKIUMA 110 IPUMEHCHUIO JICKAPCTBCHHOI'0 Ipemaparta

HNPUJIIOXKXEHUE A3.1. IIporoko.sl aeuyenus OJIJ1
IIporokoJa poccuiickoii ucciaenoBareabckoil rpynnsl Aiass Ph-meratusubix OJLJI y
NALMEeHTOB B Bo3pacTte MoJo:ke 55 et — «OJ1JI-2009»
Cxema nportokoja «OJIJI-2009»
Ilpeoghaza: npenuuzonon™* 60 mr/m?, 1-7-i nHH

Hynkuusa KM Ha 8-ii nenn \

<25 % OmactoB >25 % OmnacToB
I ¢paza unoykyuu I paza unoykuyus
IIpeonuszonon™** 60 Mr/m?, Jlexcamemaszon** 10 Mr/m?,
8—-28-11 U + 7 IHEH OTMEHBI 8—-28-11 quu + 7 nHEH OTMEHBI

° Haynopyounun™* 45 mr/m?, 8, 15, 22-ii 1au
° Bunkpuctun** 2 mr, 8, 15, 22-# nau
° Acnaparunaza** 10 000 EIl/m?, 29-ii, 36-it nau

Hyaxkuusa KM Ha 36-ii 1eHb

v

11 ¢paza unoykyuu
° MepxkanTtonypun®* 25 mr/m?, 43—70-i gau
o Huxnodochamua™* 1000 mr/m?, 43-ii neHb

° [utapabun** 75 mMr/m?, 45—48-ii, 59—62-ii a1
° Acnaparunaza** 10 000 E/l/m?, 50, 57, 64-ii nau
Hynaxkuusa KM na 70-ii nenn

/

<5 % OnacToB >5 % OmacToB
Konconuoayus I Ilpozpamma neuenusn
Hexcamerazon™®* 10 mr/m?, 71-84-ii mHu + 7 THEH OTMEHBI pe3ucmenmuvix hopm

Joxkcopyourua** 30 mr/m?, 71-#, 85-i qaHM

Bunkpuctun®* 2 mr, 71-i, 85-it gHn

|

Konconuoauusn 11

83



Mepxkantomypun®* 50 mr/m?, 92—105-ii 1HI
Acmaparunaza** 10 000 EJI/m?, 92-#1, 99-# nau

|

Kounconuoayus 111

Moaudukamus 10361
MepKanTonypuHa** B

\

MepxkanTonypun®* 25 mr/m?, 106—133-it gau
[Huxnodochamua™* 1000 mr/m?, 106-it neHb
Hurapabun** 75 mr/m?, 108—111-#, 122—125-i nau
Acnaparunaza** 10 000 E[l/m?, 113-i, 127-ii nau

(st manmenToB ¢ T-OJUT ocymectBnsiercs coop I'CK),

ayto-TT'CK BbInonHseTcs nocie/BMecTo

_/

IV u V xonconunanun)

|

Konconuoayus IV

Merorpekcar** 1,5 r/m? (B Teuenue 24 1), 134-it nensp

JIexcamerazon™* 30 mr/m?, 134—136-i1 qau

Acnaparunaza** 10 000 EJl/m?, 136-ii ncHb

|

3aBHCUMOCTH oT
YPOBHS JICHKOIIMTOB U
TPOMOOLIUTOB
v
Yucgo Yucio Jlo3za
JIe KO- TpoMOO- | MepKam-
HHUTOB HHUTOB TOILypH-
Ha®*®
Boinee 2,0 | Bonee 100 | 100 %
x 10%/n x 10%/n 03Bl
Or 1,0 x| Or 50 x|50 %
10°1 mo | 10°n  mo | mo3bl
2,0 x 1100 X
10°/n 10%/n
Menee Menee 50 | 0%
1,0 x | x 10%n
10°/n

Konconuoauyusa V
Llurapabun** 2 r/mM?, 2 pasa B 1eHb, 148-ii neHb
JIexcameraszon™* 30 mr/m?, 148—150-i1 quu

Acmaparunaza** 10 000 EJI/m?, 150-ii nenp

"

Hoddep.m’uealoma}z mepanusa 6 medenue 2 nem om momenma 3aeepuieHun

nocjieOHez0 Kypca KOHCOauoauuu

Mexcdy wuxnamu noooepicusarouieii mepanuu Hem UHMEPEANOE:

nocnedyrwuiezo Kypca ciedyem cpasy 3a nOC1eOHUM OHeM RPeOulecmayouezo

Hoooepotcuearouiana mepanus, yukiavt Ne 3(1-3):

o Jlexcamerazon** 10 mr/m?2, 1-3-i gHH )

o Mepxkantomypun®* 50 mr/m?, 4-28-ii 1HH

° Bunkpuctun** 2 mr, 1-i neHp

o HNaynopyounua™* 45 mr/m?, 1-it neHs >_
. Metotpekcat** 30 mr/m?, 2, 9, 16, 23-i1 nau

. Acnaparunaza** 10 000 EJl/m?, 3-#, 10-ii qau

i maracmapraza 1000 EJl/m?, 3-ii nesp

1-1 oenwv

Monudukanus 103sl
MepKanTomypuHa** u
MeTOoTpekcaTa** B
3aBHCUMOCTH OT
YPOBHS JIGHKOLIUTOB U
TPOMOOLIUTOB

(cijwapHaﬂ 0o3a armpayuKiuHoOB8blX aAHMUbUOMUKOE K MOMEHRMY 3A6EPULCHUA 3-e0
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Kypca noodepacusaroweti mepanuu cocmaeasiem 360 me/m? € pacueme na daynopybuyun**)

Hoooepocusarowaa mepanus, yuxavt Ne 21(4—-24):

° Jlekcamerazon™* 10 mr/m?, 1-3-it gau

o Mepxkantomypun®* 50 mr/m?, 4-28-ii 1HU

° Bunkpuctun** 2 mr, 1-i neHp

. Metotpekcat** 30 mr/m?, 2, 9, 16, 23-i1 nau

° Acnaparunaza** 10 000 EJl/m?, 3-i1, 10-ii qau
wm maracmaprasza 1000 EJ1/m?, 3-ii ness.
Ilpogpunakmuka neiponeiikemuu
NuTtparekanbro (1utapadbua™* 30 Mr, metorpekcat** 15 mr, nekcamerazon™** 4 mr): 0, 7,
14, 21, 28, 35, 70-ii nau B Tteuenue WMT, 105-i1 newp xoncoympanmu I, kaxnaple 3 Mecsna B
TEUYCHHE TTOIJICPIKUBAIOIIEH Tepari.

Jleuenue neiiponeiikemuu

[locne nuarHOCTUKK HeWpoleiikeMUu Bce OOJbHBIC, MONYYAIOIIUe MPEAHUIONOH™ ¥,
nepeBoIsATCS Ha JekcaMmeTazon™*. JIroMOanbHbIe MyHKIIMK BBITOJIHAIOTCS € 4acToToH 1 pa3 B 2-3
JIHSL 10 TOJY4YeHUs 3 HOPMAaJbHBIX aHAJIM30B JUKBOPA, 3aTEM IMYHKIIMH BBITIOJHSIOTCA 1 pa3 B
Helleno B TedeHue3 mec, 3ateM | pa3 B 2 Hex B TeueHue 3 Mec, 3areM 1 pa3 B 2 Mec 10

OKOHYaHMU JICUCHU .
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Cxema nportokona nevexus Ph-weramensix OJI1 s3pocneix
B Bo3pacre 18—-54 ner «OJ1J1-2009»
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2
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Puc.1. Tabnuna nporokona «OJLJI - 2009» B Bo3pacte 18-54 ner.

IIporokoa «OJ1JI-2009», axanTupoBaHHbIN A5 JedeHus nanueHTos ¢ OJIJI
crapuieil Bo3pacTHoii rpynmnsl (55 jeT u crapiie)

Ilpeogpasza: npenunzonon 60 mr/m?, 1-7-i man

- Hynkuusa KM nHa 8-ii 1enb —,

<25 % OmacToB >25 % OnacToB
1 ghaza unoyxkyuu 1I ¢paza unoykyuu
Ilpeonuzonon™* 60 mMr/m?, Jlexcamemaszon™* 6 Mr/m?,
8—14-# qau + 7 nHEH OTMEHBI 8—14-11 nuu + 7 nHeil OTMEHBI
. HayHopyouuun** 45 mr/m?, 8-i u 15-it naun
) Bunkpuctun** 2 mr, 8-it u 15-i nan

. Acnaparunaza** 6000 EJI/m?, 29-ii u 36-i nau

Hyaxkuusa KM Ha 36-ii 1eHb

v

1I ¢paza unoykyuu
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. Mepxkanromypun** 25 mr/m?, 43—70-i nau

o Huxmodpochamun™* 1000 mr/m?, 43-ii neHb

° Hurapabun** 50 mr/m?, 45-48-i1, 59—62-i1 nau
° Acmaparunaza** 6000 EJI/m?, 50, 57, 64-ii nau
Hyuxkuus KM na 70-ii nenn

/

<5 % OnactoB >5 % OnactoB
Konconuoayusa 1 Ilpocpamma
Jlexcamerazon** 6 mr/m?, 71-84-it nam + 7 qHEH OTMEHBI JleueHus
Hokcopyourun™** 30 mr/m?, 71-it u 85-i 1Hu pe3ucmeHmuuvlx hopm

Bunkpuctun** 2 mr, 71-i u 85-i qau

|

Konconuoayua 11 MopauduKkanus 10361

Mepkanromypua** 50 mr/m2, 92—105-ii 1Hu MepKanTonypuHa** B

A *% 6000 EXUs. 92-5 1 99-i " 3aBUCIMOCTH OT YPOBHSI
cliaparntasa AUm?, 92-1 u 99-1 nun JIEUKOIIUTOB U TDOMOOIIMTOB

| y

Yucao Yucao Jlo3a 6-
Konconuoayua I11 JIeHKOUTOB | TpomMGouuTos | MP
. | bonee 2,0 x Bbonee 100 x 100 %

e Mepkanronypun®* 25 wmr/m?, 106-133-ii 109/ 0%/ 1[03510

JHH Ot 1,0 x Ot 50 x 10%1 | 50 %

9 9
o [luxmodochamun** 1000 mr/m?, 106-ii neHb 1892; 10 2,0 X | mo 100 x 10°/n | no3st
o [lurapabun** 50 mr/m?, 108-111-i, 122— | Menee 1,0 x | Menee 50 x 0%
. 10%/n 10%/7
125-1 nuun

e Acmaparunaza** 6000 EJI/m?, 113-it u 127-i1 quu .

Hoddep.m‘uearoma}l mepanusa 6 medenue 2 nem om Mmomenma 3aeepuienun

nocaeonezo 111 kypca konconuoayuu.
Mestcdy uuknamu noooepicugaioujeil mepanuu Hem unmepeanog: I-ii Oeuv

nociedywuwiezo Kypca ciedyem cpasy 3a ROC1eOHUM OHeM RPeouLecmayionuie2o.

Hoooepotcuearouiana mepanus, yukiavt Ne 8(1-8):

sk 2 T3
° ekcameTa3zon** 6 mr/m?, 1-3-ii qHH
A ’ a Moaudukamus 10361
) MepxanTomypua** 50 mr/m2, 4-28-ii 1| MepKantonypuHa** u
MeTOoTpekcaTa™™ B
37 3aBHCHMOCTH OT YPOBHSA
JIEHKOILIUTOB U TPOMOOITUTOB




° Bunkpuctun®* 2 mr, 1-i1 neup
° Metotpekcat** 30 mr/m?, 2, 9, 16, 23-i1 nau
o Acnaparunaza** 6000 EJI/m?, 3-it neHb

Ioooepocusarouiaa mepanus, yukiavt Ne 21(9-24):

o Mepxkanrtomypun** 50 mr/m?, 4-28-i 1HU
° Bunkpuctun** 2 mr, 1-i 1eHb
° Merotpekcat** 30 mr/m?, 2, 9, 16, 23-ii na1

Ilpogpunaxkmuxka neiponeiikemuu

Wutpatexansho (murapabun™** 30 mr, Mmetotpekcar®* 15 mr, nexcamerazon** 4 mr): 0, 7,
14, 21, 28, 35, 70-i1 nau B Teuenue UT, 105-i nenrs xoncomuaanuu I, kaxxasie 3 Mec B TeUCHHE
MO/IJICPKUBAIOIIICH TepaIuu.

Jleuenue neiiponeiikemuu

[locne nuMarHOCTUKKM HEWpOJEHKEMUU BCE MALUMEHTHI, IMOJIyYalolUe MPEAHU30J0H™*,
NepeBOIATCS Ha JeKcaMeTa3on™*. JIroMOanbHbIe MyHKIIMH BBITIOTHIIOTCS C 4acTOTOU 1 pa3 B 2—
3 IHA 10 TIOJIyYE€HHS TPEX HOPMAJIbHBIX aHAIN30B JJUKBOPA, 3aT€M MYHKIMHU BBINOJHSOTCA 1 pa3
B HEJNEN0 B TeueHue 3 Mmec, 3aTteM | pa3 B 2 Hen B TeueHue 3 mec, 3ateM | pa3 B 2 Mec 10

OKOHYaHMU JICUCHUS.
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Cxema npotokona nevenus «OJ1J1-2009 y 6onbHbIX cTapLIE BO3PACTHOM
rpynnei (55 ner u crapwe)»
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Puc.1. Tabmuna npotokona «OJIJI - 2009» B Bo3pacTe 55 sieT u crapie.

IIporokoa M.D. Anderson CRC Hyper-CVAD/R-HMA
IIporokoa Hyper-CVAD cocrout u3 uepenoanusi coocrseHHo kypcoB Hyper-CVAD (1,

3,5, 7) u kypca R-HMA — nurapabuna** u merorpekcara®™* B BbICOKHX 103ax (2, 4, 6, 8) u

JanbHENIIeH NOAAepKUBAIOLIEH TEPaIIUH.

®da3a Tepanuun J03a, nyTh BBeJIeHUsI Bpemsi BBeneHust
Hyper-CVAD
Huknodpochammm™* 300 mr/m? 2 pasa B 1eHb B/B (2-3 4) 1-3-i1 nHK

(Bcero 6 BBeJCHMIN)

Bunkpuctua** 2 MT B/B 4-i, 11-i nau
Hoxcopyourua™* 50 mr/m? B/B (24 u) 4-i1 neHb
Jlexcamerazon™* 40 Mr B/B W11 BHYTPb 1-4-i, 11-14-ii gau

Ilpogpunakmuueckoe neuenue: mecua (nocmosauwHas uu@ysus 6 1-3-ii OHu);
epanynoyumapuulill  gpakmop pocma (uepez 24-48 u nocie OKOHUAHUS XUMUOMEPANUU);
nepopanrbHO aHMUOUOMUKY, NPOMUBOSPUOKOBbLE U NPOMUBOBUPYCHBLE Npenapaml,; cuopamayus
u owenauusanue, ailoOnNypuHon, pacoypuxaza*. Cnedyrowuil Yuki —HAYUHAEMCA  Npu
abcontomuom Konuwecmee neumpogunos >1,0x10° /n, kax munumym, uepes 24 u nocie ommenoi

epanynoyumapro2o gaxmopa pocma, u Koauvecmee mpomooyumos >60x10° /u.
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HD-MTX-Ara-C

Merorpekcar** 1 r/™m? B/B (24 1), 1-it nenn

[{urapabun** 3 r/m? 2 pa3a B aeHb B/B (2 4) 2-i1, 3-i THu

Bospacm >60 nem 1 2/m’ 6/s
(Bcero 4 BBeneHUA);
MetunnpenHu30510H** 50 mr 2 pa3a B eHb 1-3-i1 qau
(Bcero 6 BBeneHUN)

Ilpopunakmuueckoe neuenue: Karvyus @GoauHam U Hampus uopoxapoonam 00
CHUDICEHUsL ~ KOHYeHmpayuu memompekcama 6  cvlgopomke kpoeu <0,1  mxmonv/n;
epanynoyumapusiii  pakmop pocma (uepez 24-48 u nocie oOKowuaHUs XUMUOMEPANUU);
nepopanrbHO AHMUOUOMUKU, NPOMUBOSPUOKOBbLE U NPOMUBOBUPYCHble npenapamul 8 medenue 10
OHell nocjie OKOHYAHUS XUMUOMEPANUY, AJLIONYPUHOIL.

[Mpodpwmnaktuka mnopaxenus [HHC mnpoBoauTcs Ha KakIOM Kypce, CyMMapHo 16
WHTPATEKATbHBIX BBEICHHUIA:

. MertoTpekcar** — 12 Mr uHTpaTeKaJIbHO, 2-i 1CHb.
o Hutapabun** — 100 Mr uHTpaTeKaaIbHO, 7-i JICHD.

Jleuenue neinponeiitkemuu, OuazHOCMUPOBAHHOI 6 Oedrome 3a001€6aHUA

MeroTpekcaT** 15 Mr 8 BBEICHUI MEX]ly THIMU
[Hutapabun** 30 mr UHTpaTeKaabHO  7-21 MHAYKINH,
JlekcameTazon™* 8 mr 4 BBelIEHHSI BO BpEMSI TIEPBBIX;

2 OJIOKOB KOHCOJIU/IALIHNH;
1 BBeneHue Ha 29-i1 neHb

3 1 6 OJIOKOB KOHCOJIM/IAIIUH.

Kpanunanbnoe o6ayuenue 15 I'p mepen TI'CK wmm 24 I'p mnepen Hawamom
HOIEPKUBAIOILEN TEPAITMH, MEPKANITOYPUH** 60 MI/M?/CyT BO BpeMs 00OJIydYEHHS.
[IpoBoauacek Takxke noaaep:xuBaomas repanuss POMP (6-mepkanTomypus,
METOTPEKCAT, BAHKPUCTUH U MPEIHU3O0JIOH).
IIpoTokoJ HeMen Ko ucciieaoBaTeabcKkol rpynnsl Ajas Ph-nerarusubix OJLJ1 y
NanueHToB B Bo3pacrte mojoxe 55 ser GMALL (06/99 u 07/03)
®a3a Tepanun Ho3a, myTh BBeaeHHU Bpemsi BBenenus
IIpendasa (1-5-ik 1um)

JlexcameTa3zon** 10 mr/m? BHYTpB 1-5-it qan
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Huxnodochammmg™*

MeroTpekcaT**

200 mr/m? B/B (1 1) 3-5-i1 quu

15 Mr uHTpaTeKaIbHO 1-11 neHn

I ¢a3a unayxkumnu (6-20-ii 1eHb)

6, 7, 13—16-i1 nau
6, 13, 20-i1 naHM
6, 7,13, 14-i1 N

Jexcamerazon™** 10 mr/m? BHYTpPB
Bunkpuctun** 2 mr B/B (001FOCHO)
Jaynopyounun™* 45 mr/m? B/B (15 Mun)
Bospacm >55 nem 30 me/m?
ITsracmaprasa 1000 en/m? B/B (2 1)
Bospacm >55 nem 500 eo/m?
I'-KCo 5 MKI/KT OAKOHO

Y nayuenmos c ucxoonwvim

Konuuecmeom Heumpodunos <500/mxn

20-11 neup

Hauwnnasg ¢ 6-ro qus

Hauwunas ¢ 1-ro qus

TakThka BeJCHHS MAIMECHTOB C MCXOIHBIM KOJWYECTBOM HeutpoduimoB <500/mMkn (wim

pa3BUBIIUMCS B TeueHue 1-x 5 qHel):

o 1P unu wacmuunas pemuccus Ha 11-i Oens.: 68edenue oayHopyouyuna™*,

sunkpucmuna** u dexcamemaszona™* npu Heobxooumocmu modicem Oblmb NEPEHECeHO

00 80CCMAHO0BeHUsL YUCAa Helumpodunos >500/mxn (Makcumym Ha Hedeio).

L4 Hpu pe3ucmennmHocmu Uil npoepeccuu. I’lpO@O]ZJfC’eHue mepanuu.

Onuenka pemuccun: 11-it u 26-it nuu (¢ ouenkoit MOB).

II ¢pa3za unaykuum (26—46-ii 1HN)

[Huxmnodochammm™* 1000 mr/m? B/B
[lurapabun™** 75 mr/m? B/B
Mepxkanromypus** 60 mMr/M? BHYTpPb
MeroTpekcar** 15 Mr UHTpaTEeKaIBHO
I'-KCo 5 MKI/KT OAKOKHO
O6nyuenue LITHC 24Tp

26-1, 46-11 THU
28-31, 35-38, 42-45-i nuu

26—46-11 tun
28, 35, 42-i1 nan

HauyuHas ¢ 26-10 THs

[Marmmentam ¢ T-OJUJI ¢ mopakeHHEeM CpeAOCTeHHs B Hadayie BTOPOH (a3l HHIYKIIHU

BeinonHseTcst KT-konTpoinb. [Ipu octarounoit onyxonu >2 ¢M nocje BTOpoil (a3bl HHIYKIINH B

IPOTrPaMMHYIO TEPAIHIO BKIIOYAIOT O0IyYeHHE.
Onenka pemuccuu: 46-i1 nens (c onenkoit MOB).

Koncomuaanus I (71-ii nennp)

Hexcamerazon™* 10 mr/m? BHYTpPB
Bunkpuctun** 1 mr/m? (Max 2 mr) B/B (0OJIFOCHO)
Metotpekcar** 1.5 r/m? B/B (24 )

1,0 2/m? 6/8
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#OTomozua** 250 mr/m? B/B (1 u)
[{utapabun™* 2 r/m? 2 pasa B 1eHb B/B (3 4)

Bospacm >55 nem 1 r/m? 2 pasa B JicHb B/B

I'-KC® 5 MKI/KT TIOJIKOYKHO
MeroTpekcat** 15 mr

[{utapabun™* 40 mr HHTpaTEKaJIbHO
Jlekcamerazon™* 4 mr

Onenka pemuccun: 71-# nenp (¢ onenkoit MOB).

4-i, 5-11 THU

5-1 neHp

HayuHag ¢ 7-ro qHd

12-i1 newn

Hanee npoBoauTtcst moouauzanusa u coop CKK BceM manmueHTaMm CTaHIapTHOTO pHUCKa U

BCEM IMALIUCHTAM BBICOKOT'O M OUCHBb BBICOKOI'O I'PYIIIl PHUCKA, Y KOTOPBIX HET AOHOpPA.

Cxema najpHEHILEro JeYeHus 3aBUCUT OT TPYINIBl PUCKA, K KOTOPOM MPUHAAJIEKUT

MaIUEHT.

JLJ1si rpyNnbI CTAHAAPTHOIO PUCKA:

Koncoauaanus I1 (16-s1 Hemest)

MertoTpekcar** 1,5 r/m? B/B (24 4)

Bospacm >55 nem 1,0 2/m° 6/6

[Isracnaprasa 500 ex/m? B/B (2 1)
Mepxkanromypus** 60 mMr/M? BHYTpPb

Onenka pemuccun: 16-s nepens (¢ ouenkoit MOB).

Peunpykums I (22-s1 Heneis)

[Tpeaauzonon™* 20 mr/m? B/B 3 pBA
Bunkpuctun** 1 mr/m? B/B (601H0CHO)
JlokcopyOutma** 50 mr/m? B/B (15 MuH)
MeroTpekcar** 15 mr
[{utapabun™* 40 mr HHTpaTEKAJIbHO
Jekcamerazon™* 4 mr

Pennnyxums 11

1, 15-11 nam

2, 16-i nan

1-7, 15-21-# nau

1-14-%1 nan
1-7-%1 pau

1-7-%1 qau

1, 15-1 namn

[uxmnodochammm™* 1000 mr/m? B/B 26-i, 46-i THU
[{utapabun™* 75 mr/m? B/B 28-31, 35-38, 42-45-i nau
Mepxkanromypus** 60 Mr/m? BHYTpb 26—46-i1 THU

Onenka pemuccun: 30-s Hepens (¢ ouenkoit MOB).
Konconungauus II1 (30-1 Hexenst)

MeroTpekcar®* 1,5 r/m? B/B (24 1)
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[Isracnaprasa

Mepxkanromypus**

Bospacm >355 nem

500 en/m? B/B (2 9)
60 mMr/M? BHYTpPb

Koncoauagauus IV (36-s1 Hexesisn)

1,0 2/m° 6/8

2-i, 16-i1 qun

1-7, 15-21-# nau

[{utapabun™* 150 mr/m2 B/B 1-5-i1 naun
Tenunosun 100 mMr/m? B/B (2 1) 1-5-1 quu
MeroTpekcar®* 15 mr
[{utapabun™* 40 mr HHTPaATEKAJILHO 1-ii neHp
Jekcamerazon™* 4 mr

Koncomuaanus V (41-s1 Heesin)
Muxnodochamum** 1000 mr/m? B/B 1-s1 Hemest
[{utapabun™* 500 mr/m? B/B (24 1) 1-s Hemens
MeroTpekcar** 15 mr
HurapaOun** 40 mr MHTPATEKaJIbHO 1-1 Henens
Jlekcamerazon™** 4 mr

Onenka pemuccuu: 46-s Henens (¢ ouenkor MOB).

Konconuagauus VI (46-s1 Hexesisn)

Mertotpekcar**

Bospacm >55 nem

[Isracnapraza

MepxkanTomypun™**

HNuTpaTekanbHoe BBedeHHe IpenapaToB (52-1 Hexesis)

1,5 r/m? B/B (24 1)
1,0 2/m? 6/8
500 ex/m? B/B (2 1)

60 mMr/m? BHYTpb

1-1, 15-# gun

2-, 16-i1 qumn

1-7, 15-21-1 namn

MeroTpekcar®* 15 mr
[{utapabun™* 40 mr HHTpaTEKaJIbHO 52-1 Hepens
Jekcamerazon™* 4 mr

Onenka pemuccun: 52-s1 Heaens (¢ ouenkoit MOB).
Hanee npoBoautcs ctpatudukanus no MOB-crarycy nanuenra:

o I'pynna nuzxoeo pucka no MOB: okonuanue mepanuu.

o I'pynna svicokozo pucka no MObB: TI'CK unu unmencuenas
n000epIHCUBAIOWAsl MEPANUs U MEPANUSL 8 PAMKAX UCCIe008AHUIL.

o I'pynna cpeonezo pucka no MOB: unmencugnas nodoepacusarowas
mepanus.
JlJ1si rpynnbl BHICOKOTO M 04Y€Hb BHICOKOI0 PHCKA:

Ipu nanuuuu donopa:
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o Anno-TI'CK poocmeennas unu HepoocmeeHHasl.
Ipu omcymemeuu 0onopa:

Koncomnpanus 11

OJUJI u3 B-nipeiiiecTBEeHHUKOB

#U napyounmu**

Bospacm >55 nem

#Omynapabun™*

HurapaOun™**

Bospacm >55 nem

[-KCD
MeroTpekcar**
HurapaOun**

Jlekcamerazon™**

10 mr/m? B/8 (15 MuH)
7 me/m’ 6/6
30 mr/m? B/B (1 1)
2 r/m? B/B (2 4)
1 2/m° 6/
5 MKI/KT
15 mr
40 mr MHTPATEKAIBHO

4 Mr

Onenka pemuccun: 16-s1 Heaens (¢ onenkoit MOB).

OJIJI u3 T-npeaiecTBeHHUKOB

#Knanpubun
#OTonmozum**
[{utapabun™*

Bospacm >55 nem
I-KCo
Mertotpekcat**
[{utapabun™*

Jekcamerazon™*

0,2 mr/kr B/B (24)

60 mr/m? B/B (2 4)

1,5 r/m? (90 mMun)

1 2/m° 6/

5 MKT/KT

15 mr

30 mr MHTPATEKAJIbHO

4 Mr

Onenka pemuccun: 16-s nepens (¢ ouenkoit MOB).

AyTto-TI'CK

ITarueHTHl M3 TpyHIl BbICOKOTO M OYCHB BBICOKOI'O PHUCKOB, KOTOPBIM HE€ MOKCT OBITh
BBITIOJIHCHA TPAHCIINIAHTAlUA, ITOJIYYar0T XT 1o nporpamMme rpyIiibl CTAHAAPTHOI'O PUCKaA C

cootBercTByOIMM MOb-kouTposieM. Ilocime roma Tepanuu BHOBb TMOJAHHMAETCS BOIMPOC O

peinostaennu TT'CK.

1-#, 3-#1 quu

1-5-1 quun

1-5-11 gau

HauyMHas ¢ 7-ro JHS

1-i1 neHn

1-5-1 quu
1-5-1 nuu
1-5-1 quun

Ha4YMHA ¢ 6-10 IHI

1-i1 neun

IIpoTokoJ1 eBponeicKOM rPyNIbI N0 JeYeHHI0 manueHToB crapue 55 Jjer ¢ OJLJI

Ipenadasa: nexcamerazon** (mepopanbho, 10 mr/m?, B 1-5-i1 qum), mMerorpekcar**
(uHTpaTexkanbHo 12 mr, B 1-i 1eHb).
Huaykuus, ¢asza I: nexcamerason** (mepopanbno, 10 mr/m? B 6-7-ii*, 13—16-it auu);

BUHKPUCTUH** (BHYTpUBEHHO, | Mr B 6-i, 13-ii nHuM); #ugapyOuuun™* (BHyTpuBeHHo, 10 mr, B
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6—7-it, 13-14-ii pgum); Merorpekcar** (BHyTpmoOomoueyHo, 12 wmr) + nexcamerazoH**
(BHYTpHOOOIOUEUHO, 4 Mr) + nutapabun** (BHyrpuobdonoueuno, 40 mr) B 12, 20, 27, 34-ii nuu;
I-KC® (moaxoxxHO, 5 MKI/KT, B 6-H JIeHb, O BOCCTAHOBJICHUS KOJIMYECTBA HEUTPOPrIoB >1,0 X
10%/m).

Huaykuus, ¢asza Il: nquxiopochamun** (sayrpusenno, 300 mr/m? B 20-22-i quun)';
uTapabun** (BHyTpuBeHHO, 60 Mr/M? B 21-24-i1, 28-31-i1 aHK).

Kouncosmmpauus (kaxusie 4—-6 wen): mukisl 1, 3, 5 — merorpekcar** (1000 mr/m?; y
naiuenToB >70 et — 500 mr/m?, BHyTpuBEeHHO, B 1-ii neHb); acnaparunasza** (1000 EJI/m?; y
nanuentoB >70 ser — 5000 EJI/M?, BHYTpHUMBINIEYHO, BO 2-H JeHb); LUKIBI 2, 4, 6 —
tuTapadbur** (1000 mr/m?; y nanuentos >70 et — 500 Mr/M2, BHyTpUBEHHO, B 1, 3, 5-if 1HM).

[oanep:xxuBaromas Tepanus (JUIUTEIBHOCTHIO 10 2 JIET): AeKcaMeTa3oH™* (mepopalibHo,
40 mr B 1-2-ii nHM); BUHKPUCTUH** (BHyTpHBEHHO, 1 Mr B 1-H AeHb); MepKanTomypuH**
(nepopanbho, 60 mr/m> B 1-90-ii aHu); MeToTpekcar** (BHyTpuBeHHO, 25 mr/mM%, 1 pa3 B
HEJISIIO).

IIporpammsl 1eyennst peunuBoB U pedpakrepubix dopm OJL

Flag-Ida:

. #Onynapadbun** 25 mr/m? B/B 3a 30 mun, 1-5-i1 1au

. [urapabun™* 2 r/m? B/B 3a 4 4 yepes 4 u nocie #daynapabuna**, 1-5-i
TTHU

o #Wnapyounua** 10 mr/m? B/B 3a 15 Mun, 1-i1 u 3-i nuu

° I['-KC® 5 MKI/KT IIOAKOXHO € 7-TO IHSA 0 BBIXO/1A U3 LIUTOIIEHUN

Boprezomu6 + 1exkcamera3on** + MHTOKCAHTPOH + BHHKPHCTHMH** +

acmaparmHasza**
° Boprezomu6 1,3 mr/m? B/B KanensHo, 1, 4, 8, 11-ii quu
J JlexkcameTazon** 10 Mr/m2, pasnenus Ha 2 BBEAEHHS BHYTPb, 1—14-if qHu
° Mutokcantpon** 10 mr/m? B/B KanenbHo 3a 15-30 mun, 1-i, 2-i 1eHb
° Bunkpuctun** 2 mr B/B cTpyiiHo, 1, 8, 15-i nuu
° Acnaparunasa** 5 teic. En/m? B/B kanenbno, 15-21-ii nau

Bcem manmenTaM nmpoBOIUTCS UHTpaTeKaIbHas Tepanus: B 1-if nens murapadun™* 30 mr.
Ecmu ects BoBneuenue I[HC: mHTparexampHO Merorpekcar®** 15 wmr, murapabun** 30 wmr,
nexkcameTazoH** 4 wr, 8, 15, 22-i gau. Y NMalueHTOB ¢ pa3BHUBIICHCS MMOJMHEHPOIIATHEH 1032
BUHKpHCTUHA™** penyuupyetcs 10 | Mr u BBOAUTCS B JHU 1-i U 8-i qHM.

Henapaoun + nukiaodgochamua** + #yronmozma**

lI[HI/I YKa3aHbl OTHOCUTCJIIBHO Ha4Yaj1a Hpe(baBLI Tepalmnu.
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Cxema: 6ok N u 6ok CE mpoBoasT ¢ MHTepBajoM 2 JIHSA MEXIy co0oi B 000U

HIOCJIC/IOBATEIIEHOCTH.
Baox N:
. Henapabun** 650 mMr/m? B/B Kanenbno 3a 1 1, 1-5-i gau (wim 8—12-i)
Bbuiok CE:
. [uknodochamua** 440 mr/m? B/B KaneabHo, 8—12-i quu (wm 1-5-i)
. #9tonosun** 100 mr/m? B/B KanenbHO 3a 1 4, 8—12-i auu (umu 1-5-i)
BFM-REZ 2002
Week 1 2 3 4 5 6 7 8 9 10 11 12 13 14 1516 17 18 19 20 21 22 23 24 25 26 27 28 29

Branch

Prot Il - IDA |
s1 /[ @(. Ml =

59 AE @({.Pro:mﬁ\ . Oi. . . . |R1 q,lmuw—-.

Prot Il - IDA |

S3I4 /7] @c{. == |

ﬁggi + @ i ! + { (s1) v (s2)

Puc. 1

Cxema:

I'pynna S1 (mo3nHui 130JMPOBAHHBIN BHEKOCTHO-MO3TOBOW PELIUIUB).

I'pynma S2 (oueHbs paHHUN U pAaHHUA U30JUPOBAHHBIM BHEKOCTHOMO3TOBOM peLlIuB,
no3auuii koctHomo3roBor He T-OJIJI u ¢ KOMOMHUPOBAHHBIM PAaHHUM HJIM MO3AHUM He T-
OoJuI).

I'pynna S3 (¢ paHHUM W30JIMPOBAHHBIM KOCTHOMO3IOBBIM peunuBoM He T-OJIJI).

I'pynma S4 (¢ ouYeHb paHHUM KOMOMHHPOBAaHHBIM U  HM30JIMPOBAHHBIM
KOCTHOMO3TOBBIM PELUIUBOM, PEIUANB KOCTHOMO3r0oBoM T-OJIJI).

Baok F1(uuaykmus):

o JlexcameTa3on** 20 mr/m? BHYTpb, 1—5-i qHU
e Bunkpuctur** 1,5 Mr/m? (MakcuMasbHas 103a — 2 Mr) B/B CTpyiHO, 1-i,
6-1 nHU
e Mertorpekcar** 1 r/m? B/B uH(y3us B Teuenue 36 u, 1-ii 1eHb
e Acmnaparunasza** 10 teic. En/m? B/B KanensHo 3a 6 4, 4-i1 1eHb
HNHTpaTekambHOEe BBeAeHHME MeToTpekcata*™* 15 wmr, 1murapabuna** 30 wr,

nekcamerazona** 4 mr B 1-ii 1eHb.
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baok F2:
o JlexcameTa3on** 20 mr/m? BHYTpb, 1—5-i qHU

e Bunkpuctur** 1,5 Mr/m? (MakcuMasbHas 103a — 2 MI') B/B CTpyHHO, 1-i,

e Ilurapabun** 3 r/m” B/B 3a 3 4 2 pasa B AeHb, 1-2-11 qHU

e Acmnaparunasza** 10 teic. En/m? B/B KanensHo 3a 6 4, 4-i1 1eHb
HNHTpaTekambHOE BBeACHHME MeTOoTpekcata** 15 wmr, murapabuna** 30 wr,

IekcameTasoHa** 4 Mmr, 5-i IeHb.

Baok R2:

o Jlexcamerazon** 20 mr/m? BHYTpb, 1-5-i1 qHU

e Mepkanronypun** 100 mr/m? BHYTpb, 1-5-i qHH

e Bunkpuctun** 1 mr/m? B/B KanenbHo, 1-ii 1eHb

e Merorpekcar** 1 r/m? B/B un(y3ust B Teuenue 36 4, 1-if 1eHb

o #Udochamun** 400 mr/m? B/B nudysus 3a 1 9, 1-5-if 1au

e JlaynopyOunuu** 35 mr/m? B/B undysus 3a 24 4, 5-i 1eHb

e Acmnaparunaza** 10 teic. En/m? B/B KanensHo 3a 6 4, 6-ii 1eHb
WuTpaTekanpHoe BBeAeHHME MerToTpekcara®™® 15  wmr, wurapabuna** 30  wr,

nexkcaMmerazoHa** 4 mr B 1-# 1eHb.

baok R1:
o Jlexcamerazon** 20 mr/m? BHYTpb, 1—5-i1 nqHI
e Mepkanronypun** 100 mr/m? BHYTpb, 1—5-if qHI
e Bunkpuctua** 1,5 Mr/m? (MakcuMasbHast J103a — 2 MT) B/B CTPY#HO, 1-ii,
6-ii THU

e Merorpekcar** 1 r/m? B/B un(y3ust B Teuenue 36 4, 1-if 1eHb

e I[lurapabuu** 2 r/m* B/B 3a 3 4 2 pasa B JIcHb, 5-ii J1€Hb

e Acmaparunaza** 10 teic. En/m? B/B KanensHo 3a 6 4, 6-ii 1eHb
WuTparekanbHoe BBeAeHUE MeToTpekcar** 15 mr, murapadbua™* 30 mr, mekcamera3on™*

4 Mr B 1eHb 1-H.

baok II-1da:

o Jlexcamera3on** 6 Mr/m? BHYTpb, 1—14-i1 qHI

e Bunkpuctun** 1,5 mr/m? (MakcumasbHas 103a — 2 Mr) B/B CTpyiiHo, 1, 8,

15, 22-ii nan
e #Unapyouuuu** 6 Mr/m? B/B KanensHo 3a 15 mun, 1, 8, 15, 22-i1 quu
e Acmnaparunaza** 10teic. En/mM? B/B Kanenbno 3a 6 4, 1, 6, 11, 16-it quu
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e ITuxnodochamun** 1 r/mM?> B/B 3a 1 u 1 pa3 B nennb, 29-ii neHb
o I[lurapabuu** 75 mr/m? B/B 1 pa3 B nenb, 31-34 u 38-41-ii 1uu
o #6-Tuoryanuu** 60 Mr/m?> BHyTpb, 29—43-ii 111
WuTpaTekanpHoe BBeAGHHME MeToTpekcara®™® 15 wmr, murapabuna** 30  wr,

nekcamerasoHa** 4 mr B 1, 15, 31, 38-ii qun.

Cxema nporokoga «Ph+ OJIJI-2012»

Ilpeogpaza:
o Jlexcamerazon** 10 mr/m2, 1-7-i gHA
o Nmatuan6** 600 mr (mocne noareepkaeHus Ph+)

Hyuxuusa KM Ha 8-ii nenp

I paza unoykuyuu (8—43-it onu):
o Jlexcametazon** 6 mr/m?, 8-22-i AU + 5 JHEH OTMCHBI
° Bunkpuctun®* 2 mr, 8, 15, 22, 29, 36, 43-ii nau
° Nmatuau6** 600 mr BHyTpb, 8—43-i1 1HK

Jlrombanvnas nynkyus ¢ éeedenuem 3 npenapamos 6 0, 7, 14, 21, 28, 35-u Onu.

Hynxkuusa KM nHa 43-it uem,‘ ornienka MOB B KM (nenb +43)‘

|

1l paza unoykuuu (44—70-u onu)

Umatuaun6** 600 mr BHyTpb, 44—70-i1 1HI
Acmaparunaza** 10 000 EJI/m?, 49, 56, 63, 70-i1 nau
Jlrombanvnas nynkyus ¢ 6eedenuem 3 npenapamos 6 57-1i Oehb.

Myuxkuus KM na 70-ii nenn

T

<5 % OnacToB >5 % OmacToB
‘ouemca MOBb B Kl\/ﬂ Ilpocpamma
Jleyenus

pe3ucmenmuuix gropm

Konconuoauusa I (71-105-it onu)

Nmatunun6** 600 mr BHyTpb, 71-105-ii nuu (ecnu ner MoallP, mepexon Ha

Moaudukarust 10361
98 MepKanTomypuHa**
B 3aBUCHUMOCTH OT
YPOBHS JICUKOLIUTOB
1 TPOMOOITUTOB




nazatuau6 140 mr)

Mepxkantomypun®* 25 mr/m?, 71-105-ii 1aI

Mertorpekcar** 500 mr/m? B/B Kan 3a 2 u, 77-i, 91-i qau

Acnaparunaza** 10000 EJI/m?, 78-#1, 92-if nau

Jlrombanvuas nynkyus ¢ esedenuem 3 npenapamos 6 71-ii 0enb.

Hynxknusa KM na 105-i IleHb‘ oueika MOb B KM (1eHb +105)|

Konconuoauusa II (106—133-11 onu)

Nmatuan6** 600 mr BHyTph, 106—133-if 1on (nm qazatuau® 140 mr)

Jlexcamerazon** 6 mr/m?, 106—120-i qau + 4 JHS OTMEHBI

Wnapyoununa®* 6 mr/m?, 106-ii, 120-i gau

Bunkpuctun®* 2 mr, 106-#, 120-i qau

Jlrombanvnas nynkyus ¢ ésedenuem 3 npenapamos 6 106-ii Oenb.

Hynkuusa KM na 133-ii geHb ‘OI_ICHKa MOB B KM (nem,|

\
Konconuoauus III (133—-161-it onu)

Nmatuano** 600 mr, 133—161-i quu (vuik 1a3aTHHUO

140 mr)
MepxkanTonypun®* 25 mr/m?, 133-161-it gau
Hurapadbun** 50 mr/m?, 135—-138-#1, 149—152-i nan
Acnaparunaza** 10 000 E[l/m?, 141-i, 155-ii nam Y,

Jllombanvhas nynxyus ¢ e6sedenuem npenapamod 6 134-i

O€Hb.

Yucao Yucao Jlo3a

JeKOIU | TPOMOOIM | MepKan

TOB TOB TOMYpPH
Ha**

bonee 2,0 | bonee 100 | 100 %

x 10%/n x 10%/n JT03bI

Orl1,0x | Or50x 50 %

10%/71 o 10°/1 no JT03bI

2,0 x 100

10%/n x10%/n

Menee Menee 50 | 0%

1,0 x x 10%/n

10%/n

Hynakuusa KM na 161-i IleHb‘ onenka MOb B KM (1eHb +161)‘

v

Iloooepircusarowan mepanua 6 medenue 3 J1em OmMm MOMEHMA 3A6EePUIEHUSA

nocneonezo Kypca kouconuoauuu (nocie TI'CK nooodepicusarowias mepanus npoeooumcs

moavko UTK ¢ meuenue 2 nem).

Mexcdy wuxnamu noooepicusarouieii mepanuu Hem UHMEPEANOE:

nocnedywuiezo Kypca ciedyem cpasy 3a ROCj1eOHUM OHeM RPedutecmayIonie2o.
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Hoooepocusarowaa mepanus, yuxkn Ne 3(1-3)(nauano 28-it neoenu + 191-it oens)

Nmaruan6** 600 mr, 1-42-i qau (v gazatuauo 140 Mr) )
Moudukarnus 10361
MepKanTonypuHa** u

o ksk
Bunkpuctun** 2 mr, 28-ii n1eHp — MeToTpeKcaTa** B
3aBHCHUMOCTH OT YPOBHS
JICHKOIIMTOB ¥ TPOMOOITUTOB

Hexcamerazon** 10 mr/m?, 28—32-ii 1HU

MepkanTtonypun®* 25 mr/m?, 33-42-it gau

Merotpekcar®* 30 mr/m?, 35-i, 42-i nHA _
Ilpoghunakmuxka neinponeiikemuu
® lluTparexanbHo (muTapabun** 30 mr, meroTpekcat** 15 mr, nekcamerason™* 4
MT):

® Bo Bpems unaykuuu: 0, 7, 14, 21, 28, 35, 57-i1 nuu;

® B0 BpeMs KypcoB KoHconuaauuu: 71-it nenp (I konconupanus), 106-it nens (11
koHcommaanust), 134-it nens (111 koHcomuaarus);

® Kaxple 3 MeC B XOJ¢ 3 JIeT MOoJAJep KUBAloIIel Tepanuu B 1-i AeHb Kypca 10

3aBepUICHMS BCEH MPOrpaMMBbl JICYEHHS 110 TPOTOKOIY (9 myHKIuit).

Jleuenue Heiiponeiikemuu

[locne AMAarHOCTHKM HEWPOJEWKEMHUM BCE MAIUCHTHI, IOJYYAIOUIME IPEIHU30IOH™*,
NepeBOAATCS Ha JekcameTazoH™**. JlromOanbHble MyHKIUK BBIOJIHAIOTCSA C 4acTOTol 1 pa3 B 2—
3 s 10 moNy4YeHus: 3 HOPMAaJIbHBIX aHAM30B JIMKBOPA, 3aT€M MYHKIIMH BBIMOIHIIOTCS 1 pa3 B
HEJeNIo B TeueHue 3 mec, 3areMm | pa3 B 2 Hex B TeueHue 3 Mmec, 3aTeM | pa3 B 2 mec 70

OKOHYaHMU JICUCHUS.

CxeMa Tepanuu HHOTY3yMa00OM 030raMHMIMHOM**

Cxema Tepanuun’

MOCAEAYIOLME LIMKAbI (28 AHEW)

OTORLL AEHb1: 0,5 mr/n?
ALK THLAN

AEHb 8: 0,5 mr/m?

MR T LA AEHb 15: 0,5 mr/v?

AEHb1: 0,8 mr/m?
AEHb 8: 0,5 mr/m?
AEHb 15: 0,5 mr/m? = MOCAEAYIOLLVE LIMKABI (28 AHEA)

HEK,L\OJ(?'?I:EFIEAH AEHb1: 0,8 mr/m?

' AEHb8: 0,5mr/n?

AEHb 15: 0,5 mr/m?

Pexomenayemasi mpoao/IKMTEIbLHOCTh JIeYeHUS — JABAa HUKJIA . Tpermil HUKI
MOKeT ObITh NpoBedeH NamueHTaMm, kKotopblie He gocturid I[P wim IIPn m MOB-

HEraTUBHOI'O CTaTryca mocje IByX IHHUKJIOB ° Bo3mozkHO YBEIMYCHHE KOJINYECCTBA IIUKJIIOB
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JeyeHud 1o 6

Cxema Tepanuu 0JUHATYMOMAOOM**
Hpenda3za: Gimaarymomad™* 9 Mxr/cyr, 1-4-if qHH, KPYTIIOCYTOYHAsI HETIPEPhIBHAS WH(PY3HSL.
Kypc: 6imaatymomad™** 28 Mkr/cyt, 1-28-i1 1HU, KPYTIIOCYTOYHAsI HEMPEPhIBHAS HHQY3HSL.
WNurtepBan mexnay Kypcamu — 14 nueil.

PexomennoBano 2—4 kypca.
Cxema Tepanum #BeHeTOKJAKC + #1eunTaduH

1-it npko (28 nuei): #ueuutabun 20 mr/m?, 1-5-i qau + #seneroknakc 400 mr, 2 p/cyr,
28 nHen.

Cnenyer oOpaTUTh BHMMaHUE Ha HEOOXOAMMOCTh KOPPEKIMH J03bl #BEHETOKIIAaKca B
clIy4ae ero ucrnoiib3oBaHus BMecte ¢ maruonropamu CYP3A. Jlo3a #BeHETOKIIaKca CHIYKACTCS
Ha 50 % mpu COBMECTHOM HCIOJBL30BaHUU ¢ yMepeHHbIME uHrHOUTOpamMu CYP3A (Hampumep,

dykonazon™*, BopukoHazon**) u cHmxkaercs Ha 75 % MpPU COBMECTHOM HCIIOJNB30BAHHUH C

motHbiMH uHTHOUTOpaMu CYP3A (manpumep, kapbamazenun™*, penuronn™*).

IIpunoxenne A3.2. TakTuKa NpoBeeHUs ANJIOTeHHOH TPAHCIIAHTAIIUM

KM/remono3Tu4ecKknx cTBOJIOBBIX KJeToK npu OJLJI

Tabauna 1. TakThka IpoBeACHHUS AJUIOTCeHHOUW TpaHcIUIaHTaruu KM/reMonoaTuaeckux

CTBOJIOBBIX KJeToK nipu OJIJI

Puck B nedrore IToka3anus K aju10- Honop I'CK TI'CK ot
3a0oJieBaHMs TI'CK aJIbTEPHATHBHOIO
JAOHOpa
Bricokwuii puck Bce namuents: B 1 HLA-nnedTHYHLIN DKCIEePUMEHTATBHOE
OJIJ1 [1P, B nepssie 3—4 mec POICTBEHHBI, JIeYeHue
1ocJie IMarHOCTUKU HEPOJICTBEHHBII *

OJIJI

CrangapTHBINA pUCK

[Ipu nepcucrenuumn

HLA-nnedTHYHLIN

He pexomennyercs

OJIJ1 MOBb POJICTBEHHBIH,
HEPOJICTBCHHBIH
Pennnus BceMm manuenram HLA-nnedTHYHLIN DKCIEePUMEHTATBHOE
3a00jI€BaHUs, B TOM | IIOCIIE JIOCTHIKCHUS POACTBEHHBIH, JICUCHHE
quclie pemuccuu HEPOJICTBEHHBIN*
MOJIEKYJISIPHBIN 3a0071€BaHUs

I[Ipumeyanue. *CoBmectumoctsb 1o antureHam HLA 10/10 umm 9/10.
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Ipuio:xkenne A3.3. PekoMeHnaanuu mo npopuaakTu4eckoil NpOTUBOPBOTHOI Tepanuu

Tadauna 2. Pekomenaamnuu mo npopuiIaKkTHIECKON TPOTUBOPBOTHOM TepaIruu

Puck Jleuenue
IMeTOreH-
HOCTH
Bricoknii KomOunanwms antaronucra 5-HT3-penentopoB, nekcaMmerazoHa** u anpenuTanTa
Amnrtaronuct 5-HT3-peuentopos (BeiOupaetcs 1 U3 mpuBEACHHOTO MEPEUHs):
* oHmaHceTpoH** (mepopaiibHO, 16—24 Mr umu B/B, 8—12 Mr)
* TpaHUCETPOH (IEepOopaIbHO, 2 MT, WIH MEepopalibHO, 1 Mr, 2 pa3a B CyTKH, WJIH B/B,
0,01 mr/kr, MakcumyM — 1 mr)
* TpomnuceTpoH (B/B, 2 Mr);
* TmajoHOCETPOH (nmepopanbHo, 0,5 Mr, wim B/B, 0,25 Mr)
* nekcameTa3oH** (mepopaibHO, 12 Mr, nnu B/B, B 1-ii ieHb + mepopalibHO WM B/B, 8
MT, BO 2—3-ii 1HH);
 ampenuTaHT (nmepopaibHo, 125 Mr, B 1-if neHb, unu nepopaibHo, 80 mr, Bo 2-3-i
JTHU)
VYwmepennsiii | KomOunanus anraronucra S5-HT3-pementopoB u nekcamerasoHa** (ampenmutanT

MOKCT HCIIOJIB30BATLCA y OTACIBHBIX MAOUCHTOB, B 3aBUCUMOCTU OT IIOJIYy4aCMOTI'O

MU peXUMa XUMUOTEPAIHH).

1-# neHb 2-3-1i nun

AHTaroHucT 5-HT3-peuentopoB | Autaronuct 5-HT3-penentopoB (BeiOMpaeTcs
(BeIOMpaercss 1 w3 mNpUBEACHHOTO | | M3 MPUBEICHHOTO MIEPEUHSs):

TepeyHs): . OHJaHCETpOH** (mepopanbHO, 16-24
* oHJaHceTpoH** (mepopayibHO, 16— | Mr, Wk B/B, 8—12 Mmr)

24 mr, uim B/B, 8—12 Mmr)

* TpaHHCETPOH (MEepOpaabHO, 2 MT, | * TPAHUCETPOH (MEepOpaibHO, 2 MI, WU
Wik mnepopanbHo, 1 Mr, 2 pasa B | mepopaibHO, | Mr, 2 pa3a B CyTKH, UJU B/B,
cyrku, wima B/B, 0,01 wmr/kr, | 0,01 mMr/kr, MakcumyM — 1 mr)

MakcUMyM — | Mr)

* TpomnuceTpoH (B/B, 2 Mr); * TpomnuceTpoH (B/B, 2 Mr);

* majgoHoceTpoH (mepopansHo, 0,5 | ¢ mamoHoceTpoH (mepopaibHo, 0,5 Mr, WUIu

MT, Wik B/B, 0,25 mr); B/B, 0,25 Mmr);
* JeKcameTa3oH™* (epopaibHO | * JeKcaMeTa3oH** (mepopalbHO WiIH B/B, 8
WM BHYTPUBEHHO, 12 Mr); Wiu 4 mr, 2 pa3a B CyTKH);
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* anpenuTaHt (nepopaibHo, 125 Mr)

* ampenuTtaHT (mepopanbHo, 80 wMr, eciu

MCIOJIb30BaJICs B 1-11 1eHb)

Huszkuit * JekcameTa3oH** (mepopajabHO Wi B/B, 12 MT)

* TpoxJopriepa3uH (IepopaabHo WK B/B, 10 Mr, Kaxkapie 4—6 4);

» MeTokJonpamMua** (mepopanbHo wiu B/B, 10—40 Mmr, kaxasie 4—6 1)
Munumane | PyruHHas npoduiakTudeckas Tepamnus He TpedyeTcs (CleayeT paccMOTpeTh BOIPOC
HBIN 00 WCIOh30BAaHUK aHTUIMETHUKOB, TIEPEUNCICHHBIX IS MEPBUYHON MPOPUIAKTHKU

TOIIHOTEI/ PBOTHI Y TIAOUCHTOB HU3KOI'O pI/ICKa)

QCTpRIA MM oSNacTHLIA Nelikoa

Oa

T-KNETOUHEN
Het
0NN 13 B-kneTouHLIL
NpeaLWeCcTESHHNKDE
[a
1(9;22)/BCR/ABL
¥ la ‘“M_JjET
Bozpact = 55 ner Bozpact = 55 ner
[a Het

Het

B-spensii

|

Tepanus no Cxemam NedYeHus
nuMboMslnedkosa
BeprnTTa

ONI-2009
ME2008 (a0 30)
GMALL (2003)

QNN-2009 {noxunsie)
EWALL (noxmnsie) 7
Hyper-CVAD (mini) /

| XIT + uMaTvHWO

MmatuHng

GRAAL (2005) ¥

|

Hyper-CVAD

MOnLepFHEAKLAR TEpanKa ‘ /

/ ‘ MooaepxMBakILAaR Tepania |

v

BoZMOMHOCTE NPOBSLEHHR
anno TEM

Anno TKM

—h
}—>{ MonoepsKEaLER Tepanua

Puc. 2. Ancopumm npunamus peuwterusi Ha momenm ouaznocmuxu OJLJ1
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Bozpact <55 ner

FLAG-IDA
BFM-Rez
Bpr + [exca + MuTo + L-acn

Peuuavstl/pedbpakTepHsie GOpMLI
onn

(43 PaRNHUHSE TIPOTOKONEY)

Boapact < 55 net

Panmi peunva (P <= 12 vec.)
PepakTepHas hopMa

(Het NP & 70 AHi0 Tepanii)
= Her

B-Onn +7-0NN

Bospacr < 55 ner

+VP-16 + D Mcxonwit npotokon

Mini-FLAG-IDA |

‘ MannuaTueHan nomoLLs

BFM-Rez
BEnuHatymomad (B-ONN)

BFM-Rez

fa_—~"
e

anno TKM

BO3MO¥HOCT: NPOBENeHIR

MonHan peMrCcia

[NannuaTHeHas noMoLs

“~_Her
T

Anno TKM

LnurensHan
NOLAEPHMERNILER TEPANHA

XOpOUIMY COMATYECKMI CTATYC

<__Her

s

annuaTtueHas noMoLL

Puc. 3. AJZZOpMmM npurAmMuUA peweHusl npu KoHcmamayuu pesucmermHocmu u

passumuu peyuousa OJIJI npu ucnonb308anuu NPOMOK0I08 He POCCULCKOL UCCIe008aMeNb KOl

epynnul
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Peunoveel/pedparTepHsie (opMel
onn

(Ha npoTokone ONN-2009)

h 4

W paHHue, ¥ No3gHWe
peLWaMBEl

"KpHTHYS CKIMIA™
COMATHUYBCKMA CTATYC

"KpHTHYS CEMIA™
COMAaTHUYBCKHA CTATYC

Hﬁ; ~ ‘\\\‘.Ela ,'Zl.j . Her
“ ~a o
BpT + fekca + Muto + L-acn MannuaTuEHas NoMoLLs Henapalux + VP-16 + Li®

BnuHatymomad

Y

Y

Mon#ans pemuccus

. -HEL
B Y

KnuHwueckme MCCNeloBaHuA

Bo3MOMHOCTE NPOBELEHUA
anno TEM

g .L
Anno THEM OnuTensHan
noqoepHUEaIOLAA TepanuA MannuaTMeEHAA NoMOLL

Puc. 4. AﬂeopumM NPpUHAMUA peerus npu Koncmamayuu pesucCmeHmnocmu u

pazsumuu peyuousa OJLJI npu npumenenuu npomoxona OJL/I 2009
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Peuwaone Ph-nosutkeHono ONN
{LUMTOrEHETHUECKWIA W TeMaTOMNOTUYECKM)

Ha

-

e

i

BO3MO¥HOCTE BEINOMHUTE
WCCNEeaoBaHWe MyTaLMi
BCR/ABL

Cwmeta TKW cormacHo
MYTaLMOHHOMY CTaTyCy

v

MoxoTepanua MTH-2,3
EnuHatymyman + MTK-2 3

BoOsMOMHOCTE NPOSEOEHWA
anno TKM

MonHaA peMUCCHA

Het

MoHoTepannA MTK-2.3

Cumena THK

A

lMonHaA peMHUCCUA

58 4
i
K OnuTensHan
Noooep#MESHILLER TEpankA
Anno TEM TKA-2.3

MannWaTtWeHas NoMOoLLs

Puc. 5. AﬂeopumM NPpUHAMUA peerus npu Koncmamayuu pesuCmerHmnocmu u

pazeumuu peyuousa Ph-nozumuenozo OJL/L

BrkiiloueHHe B KJIMHHUYECKHH MPOTOKOJ He3aPeriCTPUPOBAHHBIX B

Pecny0sinke Y30eKHCTAH JIEKAPCTBEHHBIX CPEACTB He AABJIAETCS OCHOBAHUEM

MJIA BO3MEILIEHHSI B PaMKaxX TapaHTHPOBAHHOI0 o0beMa OecCIUIaTHOM

MEAMIMHCKOH TNOMOIIM U B

MEIUIIUHCKOT 0 CTPaxoBaHU.

CHUCTEME

7. Opraﬂnsaunonnble ACMEKTbI MPOTOKOJIA:

00913aTEJIHLHOT0

COIMMAJIBHOIO

1) KoH(IUKT HHTEPECOB: aBTOPHI 3aSBIISIFOT 00 OTCYTCTBUH KOH(IMKTa HHTEPECOB.

2) TaHHBIE YKCIEPTOB (CIEHUAIUCTOB C PECIYOIHKHU U 3apyOEKHBIX CTPaH);
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3) llopsiiok 0OHOBJIEHHSI KINHUYECKUX PEeKOMEH AU

Mexanusm obHoBienuss KW mpeaycmaTrpuBaeT X CUCTEMAaTHYECKYIO aKTyalU3alHUI0 —
He pexke yeMm | pa3 B 3 rofa WM NpH MOSBICHUH HOBOW MH(OpPMAIMM O TAKTHKE BEICHUS
MAIMEHTOB C JIaHHBIM 3a0oJieBaHneM. Pemenue o0 oOHOBIeHMnM npuHuMmaer M3 PY3 Ha
OCHOBE MPETT0KEHHH, MPEICTABICHHBIX MEIUIIUHCKIMU HEKOMMEPYECKUMHU
npodeccruoHanbHbIMU opranu3anuamMu. ChopMUpPOBaHHBIE TPEATIOKEHUS JIOJDKHBI YUYUTHIBATh
pe3ysbTaThl KOMIUIEKCHOW OLIGHKH JIEKAPCTBEHHBIX IPENapaToB, MEAMIMHCKUX HW3CIHN, a
TAKXKe Pe3yNbTaThl KIMHUYECKOH arpoOari.
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4.1. Tepmunwt u onpedenenusn

Octpble JaumdoOaacTHBIE JeliKo3bl — 53TO TeTepOoreHHas TIpylna KIOHAIbHBIX
3a00JIeBaHUN CHUCTEMBl KPOBM, BO3HMKAIOIIMX BCJieAcTBUE MyTanuuu B T- win B-xnerkax
IpEIIIECTBEHHUIIAX.

Ph-HeratuBHble ocTpble JUM(OOIACTHBIE JIEHKO3bI — ATO TpyMma, 00bEAUHSIONIAS
HECKOJIBKO TMOATUIIOB OCTPBIX JHUM(OOIACTHBIX JIEUKO30B, MPH KOTOPBIX HE OOHApY>KUBaeTCs
dunanensduiickas xpomocoma (Ph-t(9;22)). B Hee BritodeHb! Bce B-kiieTounsie u T-kieToyHbIe
ocTpble TUM(OOIACTHBIE JEWKO3bI U TMM(OOIaCTHBIC TUM(OMBI.

Ph-no3utuBHbIil  ocTpblii  JUMGOOJIACTHBIN JIeiiK03 — 53TO BapUaHT OCTPOIo
aumdoOIacTHOrO JieKko3a, NpU KOTOPOM METOJIOM CTaHIApTHOTO IIMTOT€HETUYECKOTrO
uccnenoBanus (G-banding) nim meronom FISH onpenensiercst Tpancnokanus t (9;22). Jlnaraos
Ph-nmo3utrBHOTO OCTpOTO IMM(POOIACTHOTO JIEHKO03a HE MOKET OBITH OCHOBAH TOJIBKO Ha METOJIE
MOJICKYJISIPHOM JETEKIIMU XUMEPHOT'O TPAHCKPHUIITA.

Hurorenernyeckoe wiaum FISH (Meroa ¢uiyopecueHTHOM ruOpuam3anuu in situ)
UCCIIEIOBaHMS SIBIISIFOTCSL  00s3aTelNbHBIMU. MeEToAOM MOJIMMEpAa3sHOW LEMHOM peakuuu
OIpe/eNAeTCs BapUaHT XUMEPHOI'O TPAHCKPUIITA, KOTOPbIM B JaJbHEWUIIEM HCIONb3YeTCs AJIs
MOHHMTOPHUHIa MUHUMAJIbHOM OCTaTOYHOM OO0JIE3HHU.

IlosiHasi peMuccHs — 3TO COCTOSIHUE KPOBETBOPHOM TKaHH, MPU KOTOPOM B IyHKTATe
KOCTHOIO Mo3ra oOHapyxuBaeTcsi 5% U MeHee OJIaCTHBIX KIETOK IpU HOPMalbHOM
COOTHOIIEHUH BCEX POCTKOB KPOBETBOPEHUS, IIPU KOJIMYECTBE HEUTPOPHIIOB B niepudepruueckon
kpoBu Oonee 1,0 x 10°/1, npu KomuuecTBe TpoMOOLUTOB Gonee mnu paaoM 100 x 10%m, mpu
OTCYTCTBHHM  OJKCTpaMEAyJUIAPHBIX ~ O4yaroB  Jeikemudeckoro  pocra.  Koncraranus
MOpP(OJIOTHYECKA  TIOJIHOM  peMHUCCHHM  (COOTBETCTBEHHO,  OIICHKA  PE3WCTCHTHOCTH)
OCYIIECTBIISIETCS JINOO TIOCIe TIepBOi (pa3bl MHAYKIIMOHHOW Teparuu, JIM0o mociie BTopoi. [Ipu
OTCYTCTBHHM TIOJTHOW PEMHUCCHHM TIOCTE€ 3aBEpIICHUS JBYX OJTalloOB HHIYKIIMOHHON Tepanuu
peructpupyerca pedpakrtepHas (opma octporo numdoOmactHoOro Jeikosza. B arToil cBs3u
HEOOXOIMMO TMOMYEPKHYTh, YTO y psAda MAlUSHTOB TIOCIE 3aBEpIICHHUS BTOPOH (a3bl
WHIYKIIMOHHOW Tepanuu Ha ()OHE BOCCTAHOBICHHS KPOBETBOPEHHS IOCIE HUTOCTATUYECKOTO
BO3/ICIICTBUSL B paHHUE CPOKU IOCJIE €ro 3aBEpIICHUsS MOXKET OIPEAENSAThCS YBEIUYCHHBIN
npoueHT OnacTHIX KieToK (10 10—12 %). B sTom ciiydae (0cOOEHHO ecliu MOJHAs PEeMHUCCHUS
OblIa 3aUKCHpOBaHA TOCHE TepBOM (a3bl MHIYKIIMOHHOW Tepalvu) depe3 Hemenro Ha (oHe
BOCCTAHOBJIEHHOI'O KPOBETBOPEHMSI LI€J€CO00pa3HO BBIIOJHUTH IOBTOPHYIO CTEPHAJIBHYIO
MYHKIIHIO.

[Tonnas pemuccus moapaslensercs Ha TPU OCHOBHBIX THIA: 1) HUTOreHeTHUYecKas, 2)

MOJIEKYJISIpHAs, 3) C HEMOJIHBIM BOCCTAHOBJIEHUEM ITOKa3aTesel nepudepruyeckoil KpoBH, Kormaa
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ypcno Helirpodunos menee 1 x 10%11, a pomGoruros menee 10 x 10%/1. ITocnenuss kaTeropus
OrOBAapHUBAETCS CHELMAJIBbHO, IOCKOJIbKY, IO psAy AAaHHBIX, NPOTHO3 Y TaKUX IMallUEHTOB
HECKOJIbKO Xyke. [Ipu 3TOM 3KCHepThl HE PEKOMEHIYIOT KOHCTaTHUpPOBAaTh y TaKUX NAI[MEHTOB
MOJIHYIO peMuccHio. TeM He MeHee BHE KIIMHUYECKHUX MCCIIeIOBAHUN ATy (POPMYIHPOBKY OTBETA
HIPUMEHSIOT PENIKO.

YacruyHasg pemuccusi (YACTHYHBIA OTBeT) — OSTOT TEPMUH PEKOMEHIYIOT
UCIIOJIb30BaTh TOJBKO B  KIMHUYECKUX uccienoBanusix [-II  ¢as3pl, oneHuBarommx
IPOTHBOOITYXOJIEBYIO 3 (EKTUBHOCTh, TOKCHYHOCTH, NMEPEHOCHMOCTh HOBBIX MPENapaToB MU
OTIpeIeNAIOUX ONTUMAIbHBIE 103bl ITHX MPENapaToB.

Pe3ucrentHas ¢opma — sta (dopma 3aboneBaHMs, KOTOpas KOHCTATUPyeTCs IpU
OTCYTCTBHUH ITOJTHOW PEMHUCCHH TIOCTIE 3aBEPIIECHUS IBYX (a3 MHIYKIIMOHHOHN Teparuu.

Panusis cMepTh — 3TO CMEPThH MAIMEHTa B MEPUO] MHAYKIMOHHOHN Tepanuu (IByX (a3
UHYKIUH JUIs1 OCTPBIX JTUM(POOJIACTHBIX JIeiKko30B). CieayeT NoJ4epKHYTh, YTO ATOT KPUTEPUN
ABJsIeTCA 0000IIAOIIUM U1 MOHATUS TMOeNN MalMeHTa B Mpolecce MHAYKIIMOHHONW Teparuu.
Yamie HCMONB3YIOT TEPMUH «CMEPTh B TEPHOJ] HHIYKIHH», YTO Oo0Jiee YEeTKO OTpakaer
CUTYallMI0, TOCKOJBbKY B psiieé CllydaeB CMEPTh NAIlMEHTa IPOUCXOAUT Ha BTOpOH (asze
UHIYKIIMOHHOW Tepanuu, Mpu 3TOM y HUX OblIa 3aperucTpuUpoBaHa IOJHAs PEMHUCCHUS MOCIe
nepBoil (a3pl MHAYKIMOHHOM Tepanuu. B 3THX ciiyyasix cMepTh pacCMaTpHUBAIOT KaK CMEPTh B
KOHCOJIUAALMU WM CMEPTh 110CIJIE JOCTUKEHUS TIOJTHON PEMUCCUU.

PeuuauB — 3TO CcOCTOSIHME KOHCTaTHpYeTCs NMpU OOHApYKEHUM B IIYHKTAaT€ KOCTHOTO
mo3ra Oonee 5 % OmacTHbIX KieTok. PeuuauB 3abosneBaHuss HE KOHCTaTHpYeTCs IpH
OoOHapy>K€HUH B OYEPEHOM KOHTPOJBHOM IyHKTaTe€ KOCTHOro Mo3ra Oosee 5 % O61acTHBIX
KJeTok, Ho MeHee 10 %, B Tex ciyyasx, KOrja IyHKLIMsS KOCTHOI'O MO3ra MpPOU3BOAMTCSA B
paHHUE CPOKHU IOCJIE Kypca XUMHOTEpANUK WIA UCIOJIb30BAIUCH POCTOBBIE T'€MOMOITHYECKUE
(GakTOpbl C LENbI0 COKpAllleHHs Iepuoja HEWTPONEHUM, NIPU 3TOM aHaIMU3 Hepudepudeckoi
KPOBH HOPMAaJIbHBIN M OTCYTCTBYIOT 3KCTpaMeayJUIipHbIe OpaxkeHus. BTopas quarHoctuueckas
IOYHKIUS ocymiecTsisercs uepe3 7—10 nuelt mocne nepBoil. Eciu coxpaHsieTcss MpOLEHT
0JIaCTHBIX KJIETOK BBILIE 5 WM OTMEYaeTcss MX yBeiauueHue (Hampumep, ¢ 7 ao 13 %), to
KOHCTaTHUPYETCsl PELUIUB.

Panumii penmauB — sta ¢opmMa peuuaMBa Ha3bIBAaeTCs B TOM Cllydae, €ClId OH
pEerucTpUpyeTcs paHbllle, YeM 4epe3 IoJroja OT MOMEHTa OKOHYAaHHS MOJJEpKUBAIOLIEH
Tepanuy WU Ha TepamnuM Iocie JOCTUKEHHs] peMuccuu. [1o3qHuM cuuTaeTcs: TOT peLuuB,
KOTOpBII BO3HUKaeT yepe3 Moiroaa M 0ojee OT OKOHYAHHUS MOJJEPKUBAIOIIECH Tepanuu.
PerunnBoM Taxoke SBISETCS M BHEKOCTHOMO3IOBOE MOpaxkeHHe (Helpoieikemus, mopaxeHue

ANYCK, YBCIIMYCHUC CCIIC3CHKU U T. [[.) AaXKE MPU OTCYTCTBHUU N3MEHEHUH B KpOBH U KOCTHOM
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Mo3re. BHEKOCTHOMO3rOBbIE PeLUIUBBI (OCOOCHHO MOPAXKEHHUE LIEHTPAIbHOW HEPBHOM CUCTEMBI)
IIPU UCHOJIb30BAHUN COBPEMEHHBIX MPOTOKOJIOB JIEYEHHUs BCTPEUYAOTCS HMPUOIU3UTENBHO B 4—
8 % ciyuaeB. Eciiu koHCTaTMpOBaH M30JUPOBAaHHBIM BHEKOCTHOMO3IOBOW PELMIUB, TO, KPOME
JIOKAaJbHOM Tepanuu (JeYeHHe HeHpoJIeHKeMuH, OoOMydeHHne/yaleHne SuYKa, yaaJeHue
JeMKeMHYecKoro oyara B SAWYHMKE M T. J.), O0S3aTENIbHO NPOBEIEHHUE U CHUCTEMHOMN
MHIYKIIMOHHOM TEPANNHU 10 IPOTOKOJIAM, IPELYCMOTPEHHBIM UL TAKUX PELIUIUBOB.

MuHuMajibHAas 0CTaTO4YHAs1 00JIe3Hb, WJIM MUHUMAJIbHAS pe3uayajbHasi 00Jie3Hb —
3TO HEOOJbINAS TOMYJISIIHS OIYXOJIEBBIX KJIETOK, KOTOpas HE MOXKET OBITh 3a)MKCHpOBaHa C
IIOMOILIBI0  CBETOBOT'O MHKPOCKONA, HO OOHapyXuBaeTcs Oojiee TOHKHMH METOAAMU
MCCIIEIOBaHsl, BBISIBJIAIONMMU | JielikeMuueckyto kietky Ha 10%6 uccnenyempix. OCHOBHBIME
METOJaMHU JECTEKIMU MHUHAMAIBHON OCTaTOYHOW OOJIE3HH SBISIOTCS MPOTOYHAS IIUTOMETPHUS U
NoJIMMEpa3Has LenHas peakuus. MeToabl CTaHJapTHOIO LUTOIE€HETUYECKOTO MCCIIEIOBAHUS U
merox FISH He ucnonb3yroTcs B LessX OLlEHKM MUHUMAJIBHOM OCTaTOYHOM 00JIe3HU.

IuTorenernyeckasi peMHCCHs — 3TO IIOJIHAS KJIMHUKO-TEMAaTOJIOTUYECKAsi PEMUCCHS,
OpU 3TOM METOAAMM CTAaHJAPTHON IIUTOI€HETUKH HE BBIABISAIOTCS HCXOJHBIE aHOMAaJIUU
KapUOTHUIIA; KApUOTUI JOJDKEH OBITh HOPMaJbHBIM, @ YHUCJIO NPOAHAIU3UPOBAHHBIX MeTadas
JOJDKHO cocTaBisaTh He MeHee 20. lluToreHerndeckas peMuCCHS — HOBOE IIOHSATHE,
NOSIBUBILIEECS NPU PETYJISIPHOM HCIIOIB30BAHMM METOAOB LIUTOTEHETUKU Ul HMCCIEAOBaHUMN
IIYHKTAaTOB KOCTHOI'O MO3ra B IIEPUO]I ITIOJIHOM PEMHUCCHUM.

IuToreHeTu4ecKMii peMIMB — 3TO PELUNB, KOTOPBIA KOHCTATUPYETCS IPHU HAINYUU
B ITyHKTaTe KOCTHOTO MO3ra MUTO30B C XPOMOCOMHBIMH a0eppanusMu, KOTOpble OOHApYKEHbI B
neOrore 3a00s1eBaHUS Ha (POHE COXPAHSIOIIEHCS KIMHUKO-T€MaTOJIOTMUYECKON PEMUCCHH.

MoJieky/JasipHast PEMHUCCHA — 3TO IIOJHAs KJIMHUKO-TEMATOJIOTMYECKass PEMHUCCHUS NPU
OTCYTCTBMM B KOCTHOM MO3I€ HCXOJHO OIPEAEISABIIMXCA METOIOM IIOJUMEPA3HON LEIHOU
peaKuy MOJIEKYJSIPHBIX MapKEepPOB OCTPOTO JICHKO3a ¢ 4yBCTBHTEILHOCTBIO MeTona 107, 1o
TaK)K€ HOBOE IIOHATHE, CTaBLIEE B HACTOsALIEE BpeMs KiItoueBbIM. ClielyeT OTMETUTD, YTO MOYKET
OBITH JOCTUTHYTA LIUTOTEHETHYECKAsl PEMUCCHUS, HO TPU 3TOM MOJIEKYJIIPHbIE MAPKEPhl MOTYT
€Ille ONPEACIATHCA.

MoJiekyJIsIpHBIH pelUIUB — 3TO IOSABJICHUE UCXOJHO ONPEIEISIBIINXCS MOJIEKYIISIPHBIX
MapKepoB OCTpBIX JIEHKO30B B JBYX IIOBTOPHBIX aHajau3aX (IPOBEIEHHBIX C KOPOTKUM
MHTEPBAJIOM BpPEMEHH) Ha (OHE COXPAHSIOMIEHCS KIMHUKO-T€MATOJOTHUYECKOW PEMHUCCHH.
BaxHbBIM M OJHMM M3 CaMbIX TOYHBIX CHOCOOOB OIEHKH 3()(PEKTHBHOCTH Tepamuu OCTPHIX
JEMKO30B  SBIAIOTCSI NPUMEHEHHME CTaTUCTUYECKUX METONOB M  IIOCTPOCHHME KPHUBBIX

BbDKMBACMOCTH IMAOUCHTOB, KOTOPBIM IIPOBOJHIIM TO HWJIM HWHOC JICUHCHHUC. Yamie Bcero
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OLIEHUBAIOT O00IIyl0, Oe3peluIuBHYI0, OECCOOBITUIHYIO BBDKMBAEMOCTh M BEpPOSTHOCTH
COXpaHEeHMsI OJTHON peMHUCCUH (MM 00paTHOE MOHATHE — BEPOSITHOCTD Pa3BUTHS PELIUIMBA).

OO0mas BbIKNBaeMOCThb. J[J1s1 OlIeHKH 0011el BBKUBAEMOCTH aHAIU3UPYIOT BpEMEHHbBIE
napamMeTpsl BCEX IALMEHTOB, BKIKOYEHHBIX B HCCIENOBaHUE. TOUKOW OTCYETa SIBISAETCA JEHb
Hauyana Tepanuu. CoObITHEM CUMTAETCS TOJBKO CMEPTh HalMeHTa OT J000i MpUUUHbI (paHHsA
J€TalNbHOCTh, CMEPTh B IEPUOJ PEMUCCUH OT JIIOOON MPUUYUHBI, CMEPTh B MEPHOJ PELUANBA).
CoObITHe Ha KpUBOHM BBDKHBAEMOCTH TpadHUuecKd OTOOpa)kaeTcsi CTYNEHBKOW, MIIyHIeH BHMH3.
[TanneHTOB, )KUBBIX BO BpEeMs MPOBEJICHUs aHAIN3A, PACLICHUBAIOT KaK CIIy4ail U1 OTMEYarT Ha
KPUBOM uepTOuYKoi, T. e. ueH3ypupyroT. IlanmeHnToB, cyab0a KOTOpPBIX HEU3BECTHA,
LIEH3YPHUPYIOT B TOT MOMEHT, KOI'J1a ObLJIO U3BECTHO, YTO OHU KUBBI. BOJIBHBIX, OTKA3aBILIUXCS OT
JICYECHU S, LICH3YPUPYIOT B IEHb OTKAa3a OT TEPaIuu.

Be3penunuBHasi BbIKHBaeMocTb. [Ipu oreHke O€3penUANBHON BBIKHBAEMOCTH
YUUTBIBAIOT JaHHbIE TOJBKO TE€X NAIlMEHTOB, Y KOTOPBIX OblIa JOCTUTHYTA IOJIHAS PEMUCCHSL.
Toukoli oTcueTa cuuTaercs jgaTa JOCTHOXKEHHUS MOJHOW pemuccuu. COOBITMAMU CUMTAIOTCA
peLUUaAMB WIM CMEPTh OT JII000M MpUYUHBI (B NEPUOJ KOHCOJIUAALNUU WU IMOJAJIEPKUBAIOIIETO
J€YeHUs, OT pPELUM]UBA, B IEPUOJA PEMHUCCUM OT JAPYrod MNPUYMHBI, HAIPUMEp, CYULUIA).
LleH3ypHpyIOT TOJBKO TE€X MALUEHTOB, KOTOPbIE ObLIM KUBBI U HAXOJWJINCH B IIOJHON peMUCCUU
B MOMEHT NPOBEJCHMs aHaiIu3a. boJbHBIX, Cy/b0a KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KOT/1a ObLI0O M3BECTHO, YTO OHU JKUBBI B MOJHON pemuccuH. llanneHToB, y KOTOPBIX
ObLy1a IOCTUTHYTA IOJIHAsL PEMUCCHS, HO OHU OTKAa3aJIMCh OT JICYEHUSI B PEMUCCUH, LIEH3YPUPYIOT
B JICHb OTKa3a OT TE€PaIHH.

BeposiTHOCTH cOXpaHeHMsI NOJIHOM peMuccUM (00paTHOE OT BEPOSITHOCTH PA3BUTHSA
peunauBa). IIpu oneHKe BEpOATHOCTH COXPAHEHUS IOJHOM PEMHUCCHM YYMTBIBAKOTCS JAAHHBIC
TOJIBKO T€X MAlUEHTOB, Yy KOTOPBIX JOCTUIHYTa MOJHas peMuccus. llpu 3ToM TOUKOM OoTCUeTa
CIy’)KUT JaTa JOCTHXKEHMs MOJHOW peMuccuu. COObITMEM CUMTAeTCsd TOJBKO PpELUIUB
3a0oneBanud. LleH3ypupyroT Bcex OOJBHBIX, KTO JKMB B IIOJHOH pPEMUCCHMM B MOMEHT
MpoOBeJcHUS aHanu3a. llanuMeHTsl, ymepmime B MEPHOJ NOJHOW PEMUCCHM OT OCIJIOXKHEHHI,
CBSI3aHHBIX C JICUCHHEM, WM OT APYTUX MPHYUH, HEH3YPUPYIOT B JIEHb CMEPTH, KaK OOJbHBIX,
HaXOJMBUIMXCS B MOJHON pemuccuu. IlanuenToB, cyapb6a KOTOPHIX HEU3BECTHA, LIEH3YPUPYIOT
Ha TOT MOMEHT, KOrja ObUIO M3BECTHO, YTO OHM JKUBBI B IOJIHOM pemuccuu. IlanueHTos, y
KOTOpBIX ObLIa JIOCTUTHYTa IOJIHAs PEMHUCCHS UM KOTOpbIE OTKA3aJUCh OT JICUEHUS B MEPUOJ
PEMHCCHH, LEH3YPUPYIOT B JI€Hb OTKa3a OT Tepanuu. BepoATHOCTh COXpaHEHUs IOJHOMN
pPEMHCCHM  SBJISIETCA  TEM  IIOKAa3aTelIeM, KOTOPBI IO3BOJIAET OLEHUBAThb HCTHUHHYIO
IPOTUBOOITYXO0JIEBYIO (PPEKTUBHOCTh KaKOH-TMO0 Tepanmuu 0e3 ydeTra TakuX CyOBbEKTHBHBIX

MOMCECHTOB, KaK BbIXaKNBaHHUC ITALIUCHTOB OT OCJ'IO)KHGHI/Iﬁ, CBsA3aHHBIX C CAMHM JICUCHUCM.
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BeccoObiTHiiHAS BBIKMBAEMOCTb. DTOT IOKa3aTelb OLICHWBAET BBDKUBAEMOCTb BCEX
OOJIbHBIX, BKIIOYEHHBIX B aHaJM3, C MOMEHTa Hadana Tepanuu. COObITHEM CUMTAETCS PaHHsAA
JETATbHOCTh, (AKT HEJAOCTIIKEHHS TOJHON PEMHCCHH 4epe3 JIBa Mecslla OT HaJaja JICUYeHHUs,
CMEpPTh B TEPHOJA PEMHUCCHU OT OCIOXHEHHUH XMUMHOTEpAIMK WM JAPYTHX MPHUYUH, a TaKxkKe
peunuB 3a0oneBanus. LIeH3ypupyOT TOJNBKO MAIMEHTOB, Y KOTOPBIX ObliIa JOCTUTHYTa MOJIHAS
peMuccHs B TeUEHHUE MEPBBIX JABYX KYPCOB XMMHOTEpAIHH, U OHU OCTAIOTCS KUBBIMHU, COXPaHSIS
MOJTHYIO PEMHUCCHIO, HA MOMEHT IIPOBE/ICHUS aHAIIM3A.

Muayknmss — S5TO TEepuoJ HAYAIBHOTO JICYCHHUS, IEJbI0 KOTOPOTO  SIBISIETCS
MaKCHUMaJIbHO OBICTPOE U CYIIECTBEHHOE COKpallleHHE OITyXOJIEBOM MacChl M JIOCTHXKEHHE
IIOJTHOM PEMUCCHM, Ha3bIBaeTCs MEPHOAOM MHAYKIUH (00br4HO 1-2 Kkypca). iIMeHHO B 3TOT
nepuos Ha (JOHE MPUMEHEHHSI [IUTOCTATHUECKUX CPEJICTB KOJINIECTBO JICHKEMHUYECKUX KIIETOK B
KOCTHOM MO3Te¢ yMeHbInaeTcst npuMmepHo B 100 pa3, T. €. B MOMEHT KOHCTATalliH IOJIHOU
PEMHUCCUH B KOCTHOM MO3re MOpP(OJIOTHUECKH OIpeesseTcss MeHee 5 % OIMyXO0JIeBbIX KIETOK.

Koncoauganus. Bropoii stan Tepanuu OCTphIX JEHKO30B — 3aKpeIIeHUE JTOCTUTHYTOIO
IPOTHBOOITYX0JIEBOTO 3(deKTa (pa3Hoe KOJIMUECTBO, B 3aBUCHMOCTH OT MPOTOKOJA). 3amaven
ATOro NEepUoAa SIBISETCS MO BO3MOXKHOCTH €lle OoJIbLIee YMEHBIICHHWE 4YMCa OCTAIOLIUXCS
10CJI€ MHAYKIUH JEHKEMUUYECKUX KIIETOK.

IMopaepxuBarpuiee JedeHHe — 3TO MPOAODKEHHE LMTOCTATHUYECKOro BO3AEUCTBUS B
MEHBIIUX J103aX, YeM B MEPUOJ HHIYKIIMA PEMHUCCHUHU, Ha BO3MOKHO OCTAIOIIUICS OITyXOJIEBBIN
KJIOH.

[ManauaTuBHasi Tepamusi - 3TO pa3fesl MEAULUHBI, 33JadyaMHM KOTOPOIO SIBJISETCA
UCIIOJIb30BAaHUE METOJIOB M JOCTM)KEHUII COBPEMEHHON MEAMLIMHCKOW HayKW JJsl POBEICHUS
Je4eOHBIX MPOUEAYp M MaHUMYISIIHNA, MPU3BAHHBIX OOJIETYUTH COCTOSIHHE OOJIBHOTO, KOTAa
BO3MOXXHOCTH PAJUKAIBHOTO JICUCHHs y)K€ McUepraHbl (MAJIMATUBHBIC OMEPALUU IO TOBOIY
HeomnepabenpbHOro paka, o00e300/1MBaHue, KyNHpPOBAHHWE TIAMOCTHBIX cuMmnToMoB). BO3
orpeenseT NaJUIMaTUBHYIO ITOMOIIIb KaK MpeAoTBpalleHue 1 00JeryeHue CTpagaHuil B3poCibIX,
JeTell U UX CeMEH, CTAIKHBAIOIIUXCA C MPOOJIeMaMH, CBS3aHHBIMU C OMACHBIMHU ISl KU3HH
3a00JIeBaHUSIMH, KOTOPBIE BKIIOYAIOT (PU3NIECKUE, TICUXOJIOTHYECKHE, COIIMATbHbBIC U TyXOBHbIC
CTpa/laHus MALUEHTOB U YWIEHOB UX CEMEil.

4.2. Onpeoenenue 3ab01e6anusn:

Octpbie aumdodaacTHbie Jeiiko3bl (nagee — OJIJI) — 3T0 rereporeHHas rpyiia
3JI0KQYECTBEHHBIX KIIOHAJIBHBIX 3a00JIEBaHUN CHUCTEMBI KPOBH, HMPOUCXOAAIINX M3 KIETOK-
OpPEJIIECTBEHHUI]  IeMOoIl033a  NPEUMYILECTBEHHO  JHUM(OUAHONH  HANmpaBlIEHHOCTU
TG GEepeHIUPOBKY M XapaKTEPU3YIOIIHUECs Yallle BCEro HMCXOJIHBIM MOPAKEHHEM KOCTHOIO

Mmo3ra (nainee — KM), BbITeCHEHUEM HOPMaJIbHOI'O KPOBETBOPEHUS U BOBJIIEUEHHEM B MPOLECC
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pa3IUYHBIX OPTaHOB M CHCTEM OpraHu3Mma (IieHTpaidbHas HepBHasg cucrtema (manee — [[HC),
AUYKH, TUMQaTHUYecKas TKaHb 000 jokanuzanuu). [Iporpammuoe nedenue 3aboieBaHUN

cuctemMbl kKpoBi: COOpHHUK aJTOPUTMOB IHMATHOCTHUKH WM IIPOTOKOJOB JieUeHHs 3a00JIeBaHUM

cucremsl kpoBH. [lox pen. B.I'. CaBuenko. 2012.

4.3. dmuonozus u namozenes 3a00.1e6anusn

OTUONOTUS TOYHO HE YCTAHOBIEHA. OTHOJIOTHS M TMAaToreHe3 OOBACHSIOTCS
OOIIETTPUHATON KJIOHOBOW TEOpHUEH: BCEe JIEMKEMUUECKHE KIETKHU SIBJISIOTCS MOTOMKAMHU OJTHOM
pOJIOHAYATBHON KIIETKH, KOTOpas MpeKpaTuia CBO AUPGEPESHIIUMPOBKY Ha OJHOW M3 PaHHUX
cTaauii co3peBaHus. W3-3a HEKOHTponHMpyemoil mponudepanuyd OMyXOJIeBbIX KIETOK
JTHETAaeTCsl HOpPMalbHOE KPOBETBOPEHHE, 00pa3yloTcss MeTacTasbl  (JIeWKeMudecKue

UHQPUIBTPATHI) BHE OpraHoB KPOBETBOPEHUS [1-5]. https://www.leukemia-

net.org/leukemias/all/standards_and_sop/e9508/infoboxContent9510/all-contents.pdf

4.4. Snuoemuonozusn 3ao601e6anusn

OJUJI mo>xeT BcTpeuaThes y JIMIL IF0OOTO BO3pacTa, HauMHas ¢ MIIaJICHYEeCKOr0 BO3pacTa
Y 3aKaHYHMBAs MOKHUIIBIM, OJJHAKO MaKCUMaJIbHbIC 3HAYCHHSI 3200JIEBAEMOCTH MPUXOJIATCS Ha
nerckuit Bozpact (60 % namuento OJIJI monoxe 20 ner) [1,2,6].

https://www.nccn.org/professionals/physician gls/pdf/all.pdf

OJIJI sBnseTcss camMoil pacIpOCTPAHEHHOM OIyXOJIbI0 KPOBETBOPHON TKaHU y JIETEH,
coctaBisis 30 % Bcex 3710KaUeCTBEHHBIX OIyXOJIel JAETCKOro BO3pacTa. Y MallMEeHTOB MOJIOXKE
15 ner OJUUI muarnoctupyercst B 75 % ciydaeB Bcex OCTpbIX Jielko30B (manee — OJI). [ux
3aboneBaemoctu OJIJI mpuxoautcs Ha Bo3pacTt 3—4 roja, 3aTeM 4acTOTa €ro CHIKaercs, U
BTOPOI OIbEM, XOTS HE CTOJIb CYLIECTBEHHBIN, OTMe4aeTca B Bo3pacte 50—60 ner [1-5,7].

3aboneBaemocts OJIJI y manuMeHTOB NOXKUIIOTO BO3pAacTa HEYKIOHHO BO3pacTaer.
CornacHO JaHHBIM peructpoB, exerognas yactora OJUJI yseamuumBaercs c¢ 0,39 cimyuas Ha
100000 nacenenus B Bo3pacrte 35-39 nert, 10 2,1 coydas Ha 100000 HaceneHus — B Bo3pacte 85
ner. Kpome Ttoro, mpubmusurensHo 30% OJIJI aumarnoctupyroTcs B Bo3pacte 60 ier.
Ounanenspuiickas xpomocoma (Ph) onpenensiercs y 20-30% B3pocneix manuentos B-OJIJI. B
To Bpems kak Ph+ OJIJI cocrapisier y mereid MmeHee 5% BceX CllydaeB, €ro 4acToTa BO3pacraeT
10 40% y B3pOCIBIX.

4.5. Knaccugurkayusa (no smuonozuu, cmaousam).

B xnaccudukanun BcemupHoil opranuzanuu 3apaBooxpaneHus (mamree — BO3) OJII
paccMaTpUBaIOTCS B pa3zeiie ONMyXoJiei u3 mpeamecTBeHHUKoB T- u B-mumdonuros [3]:

® ;uMdoOnacTHbl neiiko3/mumdpoma u3 B-npenmectBenHukoB (cuHonum: OJLJI

U3 MpeIIecTBeHHUKOB B-ki1eTok);
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® ;uMdoOnacTHbid neiiko3/mumboma u3 T-npemmecTBeHHUKOB (cuHoHuM: OJLJI
U3 MpEIIeCTBEHHUKOB T-KIIEeTOK).
Kanaccudpukanusa octporo 1um¢o06/1acTHOrO Jieiiko3a (Ha OCHOBe MepecMOTPEHHOI

kiaaccupurkamuun BO3 2022, Sth edition) [3]. Alaggio, R., Amador, C., Anagnostopoulos,

I. et al. The 5th edition of the World Health Organization Classification of Haematolymphoid
Tumours: Lymphoid Neoplasms. Leukemia 36. 1720-1748 (2022).
https://doi.org/10.1038/s41375-022-01620-2

HoBooOpa3oBanusi u3 npeanIecTBEHHUKOB B-kieTok

B-xknemounwtii aumepoonacmmutii neiko3 / aumgpoma

B-mumdobmactaeriii neitko3/mumdoma, NOS (6e3 criennpudeckux xapakTepUCTHK,

NOS — not otherwise specified)

B-kneTounsiit 1uMdo0IacTHBIN JIeiKo3 / muMdoMa ¢ TUIIEPIUTLIONTIUCH

B-kneTounsiii tuMQoOIacTHEIN JeiKo3 / tuMdomMa ¢ TUIOTUTUIOUANEH

B-knerounsrnii muMdo0IacTHRIHN K03 / TuMpoMa ¢ BHYTPUXPOMOCOMHOM

amraukamnuei xpomocomsl 21 (1IAMP21)

B-mumdobmactherii neiko3/mumdoma co causianem BCR::ABL1

B-mumdobmactaeriii neitko3/mumdoma ¢ BCR::ABLI1- like npusnakamu

B-nmumdobmacTHeIi seiiko3/mumpoma ¢ pearkupoBkoit KMT2A

B-nmumpobmactablii neiikos/mumdoma co cmmstanem ETV6::RUNX1

B-mumpoo6mactaerii neiikos/mumpoma ¢ ETV6::RUNXI - like mpuznakamu

B-numpobnactuslii neiikos/mumpoma co cnustauem TCF3::PBX1

B-mumdobmactaeriii neiko3/mumdoma co caustauem IGH::1L3

B-mumdobmactaerii neiiko3/mumdoma co caustanem TCF3::HLF

B-numpobnactHbli neiiko3/muMdomMa ¢ IpyrumMu onpeaeieHHbIMU TeHETHYECKUMHU

aHOMaJIUIMU

HoBooOpa3oBanus u3 npeamecTBeHHUKOB T-ki1eTok

T- rumepoonacmmuwtii neitko3 / numgpoma

T-mumdoObnactaerii neiiko3/ mumdoma, NOS (6e3 crienupuiecknx XapakTepUCTHK,

Pannwmii T-mumpo0OIacTHEIN JISHKO3 U3 MPEAIISCTBCHHUKOB / TUMpomMa

3peasbie T-kiaerounsie 1 NK-Ki1eTo4HbIe HOBOOOPAa30BAHUA

3penvie T-knemounvie u NK-xnemounuvie neiikosl

T-npomumdounTapHbIil IEHKO3

T-xpynHOTrpaHyIspHBIA TUMGOIUTAPHBIN JEIK03

NK-kpynHOTrpaHyISpHbIN TUMQOLUTAPHBIHN JIEHKO3
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T-kieTouHBIH NeiK03/TMM(pOMa B3POCIIBIX

Cunnpom Cezapu

ArpeccuBHblil NK-KII€TOUHBIN J1EMKO3

MouJexyasipHo-reHeTHYecKue rpynnsl pucka B-OJLJI [4-6].

https://www.nccn.org/professionals/physician gls/pdf/all.pdf

BbrnaronpustHbIi

pHCK

lNunepaumnonnus (51-65 xpomocom) Cirydau ¢
Tpucomueit xpomocoM 4, 10 u 17, umerot Hanbosee
OJIaronpusATHBINA MPOTHO3

£ (12; 21) (p13; q22): ETV6-RUNX1

Bricokuii puck

IMumormmonaus (<44 XpoMocoMm)

KMT2A peanxxupoBka (t[4;11] unu npyrue)

t (v; 14932) / IgH

t(9; 22) (q34; q11.2): BCR-ABL1 (onpenensiercst kak
BbICOKUH puck 10 MTK)

Crnoxublii kapuoturl (5 1 6071€€ XpOMOCOMHBIX aHOMAJTHIA)

BCR-ABLI-like (Ph-like)

JAK-STAT (CRLF2r, EPORr, JAK1/2/3r, TYK2r,
mytanuu SH2B3, IL7R, JAK1/2/3)

ABL kiacc (peamxupoBku ABL1, ABL2, PDGFRA,
PDGFRB, FGFR)

Hpyrue (NTRKr, FLT3r, LYNr, PTL2Br)

BuyTtpuxpomocoMHas amruiddukarusi XpoMocoMsi 2 1
(1AMP21)

t (17; 19): cnusiuue TCF3-HLF

Anbrepanuu IKZF1

Kpurepuu Bbicokoro pucka [7] _Rowe J.M. Prognostic factors in adult acute

Ilymphoblastic leukaemia. // Br. J. Haematol. 2010. Vol. 150, Ne 4. P. 389-405.:

1) Jleiikouuros 6omaee 30 x10° /n aust B-OJIJT 1 100 x10° /i st T-OJIJ1.

2) >5 XpOoMOCOMHBIX abepparuii.

3) lNunopurmonaus (MeHee 46 XpoMoOCoM).

4) BCR::ABL1+/MLL+/PBX-E2A+/Ph-like/IKZF 1del/ETP/unmutated NOTCHI.

5) Ummynopenorunmaeckue Bapuantsl B-1, T-1, T-IV.
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6) OJUI ¢ t(9;22) unu nonoxxkutenbhblii red BCR::ABL1, t(4;11) /MLL - paccmarpuBaTh
BO3MOKHOCTbH BbInosiHeHUs aiio- TT'CK.

7) MOB - npy 0GHapy»KEHUH € YyBCTBUTENLHOCTRIO MeTozia 10 (mocie unayKyy;

cpoku omnpezaenenrss MOB moJbKHBI ONpeessIThCsl UCIOJIb3YEMOM CXEMOH ).

10) Heiiponeiiko3 B nebroTe.

11) Ioxxwuo# Bo3pacT — >60 yeT - BEICOKUH pHCK, oT 30 110 59 JIeT - CpeTHuiA PUCK.

HNmmynonoruyeckas kinaccupurkauusa OJ1JI

KiroueBbie mapkepst it quarnoctuku OJIJI u3 npeamecTBeHHUKOB B-nmumorniuTos:

CD19+ u CD79a+ w/unu cyCD22+

CD 10— OJIJI u3 npo-B-mumdpobnactos (B-I)
CD10+ cylg- Common- OJUJI (B-II)
cylg+ slg— OJUI u3 npe-B-nmumdpobiacros (B-III)
slg+ OJIJI u3 3pensix B-mumdoruros (B-1V)
Kirouesie mapkeps! mus OJIJI u3 npemmectBeHHUKOB T-mumdonnrtos: cyCD3+ u
CD7+
cyCD3+ CD7 Tosbko OJIJI u3 npo-T-mumpobnactos (T-I)
CD2+ w/unmu CD5+ OJIJI u3 npe-T-nmumdobaactos (T-1I)
CDla+ OJUI u3 xoprukanbubix T-mumdpobiactos (T-111)
sCD3+ CDla- OJUI u3 3penbix T-mamdoruros (T-1V)
sCD3+ antu-TCR o/p+ o/B+ T-xnerounsiit OJIJI (rpynma a)
sCD3+anti-TCR v/6+ v/6+ T-knetounsiit OJUI (rpynna b)
OcHoBHbIe TeHeTHYecKUe aHoMaun npu OJLJI
OJJ1 AHoMAJINA BoBJjieueHHbI Yacrora Meton
€ reHbl AeTeKUHHu
B- t(9;22)(q34;q11) BCR ABL B3spocnsie: 30 % OT-IILP
KJIETOUHBIN Hetu: 3 %
t(12;21)(p33;922) TEL AMLI1 B3spocasie: <1 % OT-IILP
Hetu: 20 %
t(4;11)(q21;923) MLL AF4 B3spocnsie: 5 % OT-IILP
Jetn mnasiiero
Bo3pacta: 60 %
t(1;19)(q23;p33) E2A PBX1 5% OT-IILIP
t(8;14)(q24;q32) c-MYC IgH 1% FISH
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t(17;19)(q22;p33) E2A HLF <1 % OT-IILP
t(11;19)(q23;p33) MLL ENL <1 % OT-IILP
Myrauuu 10 % CekBeHHPOB
JAK1/2/3 aHue
T- t(10;14)(q24;q11) HOXI11 B3spocunsie: 31 % OT-IILP
kierounbrid | t(7;10)(q34;q24) TCRo/B Hetu: 7 %
HOX11
TCRP
t(5;14)(q35;932) HOX11L2 B3spocnsie: 13 % OT-IILIP,
TCRo/B Heru: 20 % FISH
t(1;14)(p32;q11) TALI TCRo/B | 1-3 % OT-IILP
Hopwmanbhsrii 1p32 SIL TALI 9-30 % OT-IILP
inv(7)(pl5q34), I'enst HOXA | 5% FISH, OT-
t(7;7) TCRP [P
t(10;11)(p33;q14- CALM AF10 | 10% FISH
21)
t(9;9)(q34;q34) NUP214 6 % FISH
ABLI1
t(9;14)(q34;q34) EML1 ABL1 | <1 % FISH
Mytauuu NOTCH 1 | NOTCHI 50 % CekBeHHPOB
aHHe
Mytanuu JAK1 JAK1 18 % CexBeHHPOB
aHue

5. Memoowt, n00x00bt, npouedypsvt OUAZHOCHMUKU U J1eYeHUA
Cmepnanvnan nynkyus. Bichel J. Alvorlige komplikationer ved sternalpunktur
[Serious complications of sternal puncture]. Ugeskr Laeger. 1989 Feb 13;:151(7):442-4.
Danish. PMID: 2919469.
1) uesib npoBeieHUs1 MPOLEAYPbI WM BMelIATEIbCTBA:
® C 1[eJ1bI0 YTOYHEHHUSI WIIH ONPOBEPIKEHHS JUArH03a;
® C 11e71b}0 MOHUTOPHUHTA ) PEKTUBHOCTU TEPATUU;
® C [ICIIbI0 YTOYHCHHS PEMHUCCHH WA PEIUANBa 3a00JICBaHUS;
2) NIpOTHBONOKA3aHMS K NpoUeAype UM BMEIIATEIbCTBY:
® HU3KOE KOJIUYECTBO TpoMOouToB Menee 10-20x10%\;
® TsHKeNble HAPYIICHHS CBEPTHIBAEMOCTU KPOBH;
® 10XXWJIOW BO3PACT B ClIydasix, KOrJa CTepHaIbHas MyHKIUS HE SBIISICTCS
€IMHCTBEHHO BO3MOXKHBIM CITIOCOOOM JAMArHOCTHUKH;
® OCTpBIC BOCMATUTEIBHBIC U NH)EKIIMOHHBIC IOPAKCHHS B MECTE
MPEANoIaraeMoro MpoKojia KOxu,
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® TsHKelNble COMYyTCTBYIOLIUE 3a00JIeBaHUS B CTAIUU JEKOMIIEHCAIUHU (BOIIPOC O
1€JIeCO00Pa3HOCTH MYHKIIMH PEIIASTCs] MHAWBHYaIBHO).
3) noxa3aHus K npoueaype UJIH BMeIIATEJbCTBY:
® [10/103pEHUE Ha 3JI0KAaYECTBEHHbIE 3a00JIEBaHNE KPOBH;
® ornpezelieHne cTaauu 3a001eBaHus KPOBU;
® uTeNbHAs, IUI0XO0 MO/1AaI0IIAsICs JICUEHUIO aHEMMUS;
® Hauyue BBIPAXKEHHON TPOOOLMTOINIEHUH, HAPYILIIEHUS B CBEPTHIBAOIIIECH
cUcTeMe WIH 3a00JI€BaHNN reMocTasa;
® KOHTPOJIb Ka4eCTBA MMPOBOJUMOIN XUMHOTEPATUU TP paKe KPOBH M HHBIX
3a0o0eBaHUN KPOBU;
® 1HEOOXOIUMOCTh OJATBEPKACHUS PEMUCCHH TIOCIE JeueHUs 3a00JIeBaHMs KPOBH;
® MarHOCTHKA MOOOYHBIX 3(PPEKTOB MPHU ATUTEIHHOM JICYEHUH TOPMOHAMHU;
® [i0cJe JIy4eBOM Tepanuu, B TIOOBIX CIydyasx, KOTr/la B aHAlIM3€e KPOBU
OTMEUAIOTCSI HEMOHSTHBIE U3MEHEHU S, HE YKJIAJ(bIBAIOLIUECS B KIMHUYECKYIO KAPTUHY
MMEIOIIErocs y MalyenTa 3a001eBaHusl.
4) TpedoBaHMs K CIELMATUCTY, IPOBOASIIEMY NPOLEeAYPY HJIH BMEIIATEIbCTBO:
CTEPHAJIbHYIO MMyHKIIMIO TPOBOIUT Bpad reMaToJIor.
® OOBACHUTDH MALMEHTY O NPOLEAYPE: BCEBO3MOXKHbBIE PUCKU U OCJIONKHEHUS;
® [loaroToBUTH BCce HEOOXOAUMbIE HHCTPYMEHTHI 71l IPOLIEYPhl: AaHECTETUKH -
JUI0KanH, HOBOKAWH; UTJIa KACCUPCKOTO; MPEJAMETHBIE CTEKJIA U/WIN TPOOHPKH;
5) nepeyeHb OCHOBHBIX M JOMOJHHUTENbHBIX JAHATHOCTHYECKHX MEPONPUSITHI B
NOATOTOBKE K Mpoueaype Wi BMeIIATeJIbCTBY:
® KiuHuueckuil aHaJIn3 KPOBH;
® Koarynorpamma (AYTB, [IIporpomOomn (mo  Ksuky, B%), MHO,
npoTpoMOuHOBOE BpeMsi, ubpunoreH, XII-a 3aBucumerii pudbpuronu3, AnTuTpoMOUH III,
nporerH C WK Uccae0BaHNEe aHTUKOATYJISHTHOTO IOTEHIMalIa cucteMbl iporenHa C).
6) TpeGoBaHMSs K NPOBEICHUIO NPOLEAYPHI MM BMELIATEJIbCTBA:
® [IyHKIMS IPOBOAUTCS B MPOIETYPHOM KaOMHETE, B CTEPUIIBHBIX YCIOBUSX;
OnHOpa30BbI€ CTEPUIIBHBIEC UIJIBL;
O06e300mmBanue - 2 Mia 2% TUI0KAUHOM;
[Impuiisr;,
CrepuinbHbIE MOBSI3KH;
® [IpeameTHBIC CTEKIIa U TPOOUPKH.
7) TpeGOBaHMS K MOAT0OTOBKE MAIMEHTA:
® Drta mpouenypa He TpeOyeT crnenuaabHoi NmoArotoBku. [lanveHT HakaHyHEe W B
JeHb MYyHKIUHU MpHUAepKUBaeTcs oOblHOM auerhl. IIyHKIMS mpoBOAUTCS depe3 ABa-TpU
yaca mnocJie eapl. Bee nexkapcTBa OTMEHSIOTCS, 32 UCKITIOYEHHEM TeX, KOTOPhIe HEOOXOAMMBbI
[0 XU3HEHHBIM MOKa3zaHUsAM. Takke HeoOXOJUMO OTMEHUThH IHpernaparbl, COAEpIKallue
remapuH. B neHp mpouedypsl 3ampemaercs MPOBOAWUTH Apyrue AUarHOCTHYECKUE,
XUpypruueckue npoueaypsl. Ilepen mnpouemnypoi KenareabHO OINOPOKHUTH MOYEBOU
My3BIPh U KUIICYHUK.
® JlyHkuMs NpOBOAUTCS B MPOLEAYPHOM KaOWMHETE, B CTEPUJIbHBIX YCIOBHSIX,
OJTHOPA30BBIMH CTEPUIBHBIMH UTIaMu. OOBIYHO JUIS TYHKIUH HCIOJB3YIOT TPYIUHBI
(cpenunHas nuHMS, BTOpoe Mexpedepbe). Ecau ObUM MOJIOCTHBIE Onepaluy Wid Bbl HE
XOTHUTE, YTOOBI B MECTE IMyHKIIUU OCTaBaJIach paHKa (3CTETHUYECKH), TOTJa MYHKIIUIO MOKHO
IIPOBECTHU U3 KPbUIA 3aHEN BEPXHEU ITOJB3I0IHON KOCTH.
® [loBepxHOCTH omepanuu 00pabdaThIBaeTCs COUPTOM, MPOBOAUTCS 00e300MBaHNe
2 Ma 2% auAOKaMHOM, 3aT€M BKPYYHBAIOIIMM OBICTPHIM JIBJKEHHEM Bpad MPOXOIUT B
TPYyIUHY 0 KOCTHOTO MoO3ra («mpoBai»). Jlamee MpoHCXOIUT MpoLeaypa «acHupalun:
«BBITATMBAHUE» IIIPULIOM Yepe3 UIJIYy JKUIKON yacTu KocTtHOro mosra. [locie nmomyduenus
JOCTaTOYHOTO KOJMYECTBa MaTepuaja Wria OBICTPO BBIHUMAETCS, HaKJIaJbIBAETCS
CTepUJIbHAsI IOBA3KA U MECTO IYHKLIMU CUJIBHO IPUKUMAETCSI, BbaeTcs e Ha 10 MuH.
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® Kunkas yacTb KOCTHOTO MO3ra MOXKET OBITh HMCIIOJNb30BaHA JUIsi OY€Hb MHOTHX
WCCIIC/IOBAaHHUI: HE TOJBKO MOP(OJIOTHH, HO TaKKE MOJIEKYJSIPHBIX WM TE€HETHYECKUX
UCCIIEIOBAHMM, /U Yero KOCTHBIN MO3T JAOMOJHUTEIBHO HAOUPAIOT B MPOOUPKH.
® 11 MOp(HOIIOTHIECKOTO MCCIIENOBAHUS BPad «Pa3Ma3bIBACT» KHUIKYIO 4acTh IO
MIPEIMETHBIM CTEKJIaM, JaeT UM «IOJCOXHYThb», MOJANUCHIBACT U CKIIAJbIBACT AJIS MEepeaadu
B s1aboparoputo. Ecim HyKHBI IPOOUPKH — MOATOTABIMBAETCS KOCTHBIA MO3T B IPOOUPKAX C
OJTA wnu nutuil renapuHOM.
8) unaukaTopsl 3PpPeKTHUBHOCTH NPOUEAYPHI WM BMEIIATEIbCTBO.
® [lonyueHue JOCTATOYHOTO KOJIMYECTBA acUpaTa KOCTHOTO MO3ra
Tpenanobuoncus KOCmHo20 mMo32a
1) uesib npoBeleHUsI MPOLEAYPbI WM BMelIATEJIbCTBA:
® C [[e/bI0 YTOUYHEHUS WM OTPOBEPKEHHS IUAarH03a;
® C 11e]1b}0 MOHUTOPHUHTA () PEKTUBHOCTU TEpPAIUU;
® C [[e/IbI0 YTOUYHEHUS! PEMUCCUH WM PEUIUBA 3a00ICBaHUS;
® C MOMOIIBI0 METO/1a UMMYHOTHCTOXMMHUHU BO3MOKHO OKpAIllMBaHHE MaTepuana
Ha pa3JIMYHbIE MapKephl, KOTOPbIE MOTYT YKa3bIBaTh Ha 3a00JeBaHus (JIeiiko3, tuMpoma,
Muenopuodpos, XMII3, muenoauciacTuueckiii CHHAPOM, ariacTUuecKasi aHeMus U
MHOT'0€ JIPYTOg€).
2) NIpOTHBONOKA3aHMS K NpoUeAype UM BMEIIATEIbCTBY:
® HU3KOE KOJINYECTBO TpoMOouuToB Menee 10-20x10°\;
® TsHKeNble HApYIICHHS CBEPTHIBAEMOCTH KPOBH;
® [10XXUJION BO3PACT B CIy4asiX, KOT/Ia CTEpHAJIbHAs IMyHKIUS HE SBISETCS
€IMHCTBEHHO BO3MOXKHBIM CITIOCOOOM JAMArHOCTHUKH;
® OCTpbIC BOCHAINTEIbHBIC U HH(PEKIIMOHHBIEC TIOPAKEHHS B MECTE
MPEANoIaraeMoro MpoKojia KOxu,
® TspKENbIe COMYyTCTBYIONIHE 3a00JI€BaHNS B CTAANH JIEKOMIIEHCAINH (BOTIPOC O
1[eJeCO00Pa3HOCTH MyHKIIMH PEIIaeTCsl MHIUBUIYAIbHO).
3) noka3zaHus K Npoleype WIH BMEIIATEIbCTBY:
® [1003pEHUE Ha 3JI0KAaYeCTBEHHBIE 3a00JIeBaHIE KPOBH;
® omnpe/eieHre CTaIuu 3a00JeBaHUS KPOBH;
® TuTeNbHAS, TUIOXO MOAIAI0IIASICS JICUSHUIO aHEMHUS;
® HajnuMe BBIPAKCHHON TPOOOIIMTONICHUH, HAPYIICHHS B CBEPTHIBAIOIICH
cucTeMe WK 3a00JeBaHUl reMOoCTasa;
® KOHTpPOJb Ka4eCTBa MPOBOAMMON XHUMUOTEPAITUH TPU PaKe KPOBU U HHBIX
3a00eBaHU KPOBHU;
® He0OXO0IMMOCTD MOATBEPHKICHUSI PEMUCCUU TI0CHIE JICYCHUS 3a00JIeBaHUS KPOBH;
® arHocTHKa MOOOYHBIX AP(HEKTOB MPU UTUTEIHLHOM JICUEHUH TOPMOHAMU;
® [10CIIe JIy4eBOU TEPAInu, B JIIOOBIX CIIy4asx, KOTJa B aHAJIN3€ KPOBU
OTMEUAIOTCS] HETIOHSTHBIE U3MEHEHHS, HE YKIIAIbIBAIOINECS B KIMHUYECKYIO KApTUHY
MMEIOMIETOCS Yy TAalMeHTa 3a00JIeBaHUsI.
4) TpeboBaHMSl K CELMATUCTY, IPOBOASIIEMY NMPOLEIYPY I BMEIIATEIbCTBO:
JAHHYIO MPOLEAYPY MPOBOAMUT Bpad reMaToJIor.
® OOBACHUTDH MALMEHTY O MPOLEAYPE: BCEBO3MOXKHBIE PUCKU U OCIIOKHEHUS;
® [loaAroTOBUTH BCE HEOOXOAMMBIE HHCTPYMEHTHI JUISI IPOLIETYPhI: AaHECTETHKH -
JTUAO0KaNH, HOBOKAWH; UTJla KACCHPCKOT0; MPEeIMETHbBIE CTEKIIA U/WUIU MPOOUPKH.
5) nepeyeHb OCHOBHBIX M /IONOJHHUTEJBHBIX JTHMATHOCTHYECKMX MEPONPUATHIl B
NMO/Ar0TOBKE K NMpoueaype Wi BMeIIATEIbCTBY:
® KyIMHWYECKHI aHaIu3 KPOBU;
® Koarynorpamma (AYTB, IlIporpombun (mo Ksuky, B%), MHO,
nmpoTpoMOuHOBOE BpeMsi, hpudpuHoreH, XII-a 3aBucumbiii pudpunonmm3, Auturpomoun 111,
npoteuH C WK UCCIeA0BaHNE aHTUKOATYJISTHTHOTO OTEHIIMANa cucTeMbl mporenHa C).
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6) TpeGoBaHMsI K NMPOBEACHUIO NMPOUEAYPbl WJIM BMELIATEJbCTBA: ONHMCHIBAKTCH
yCJIOBHS /1JI51 IPOBeeHUs MPoLeIyPbl MM BMeIIATeJIbCTBA:
® [IyHKuMs IPOBOJUTCS B MPOLIETYPHOM KaOUHETE, B CTEPHIIbHBIX YCIOBUSX;
OpnHopa3oBble CTEPUIIbHBIC UTJIBI;
O06e300muBanue - 2 Ma 2% JINI0KaMHOM;
Inpuuer;
CtepuiibHbIE MTOBS3KY;
® [IpeaMeTHBIE CTEKIIA U TIPOOHPKH.
7) Tpe0OBaHUA K MOATOTOBKE NMALIMEHTA:
® Dra npouenypa He TpeOyeT CrnenualibHOW MOATrOTOBKHU. [lanmeHT HakaHyHe W B
JeHb MYHKIUU MpHUAEpKUBaeTCsd OObMHOM AueThl. [IyHKIMS MpoBOAUTCS depes ABa-TpU
gaca mocJie eipl. Bee nexkapcTBa OTMEHSIOTCS, 32 UCKITIOYCHUEM TeX, KOTOPhIE HEOOXO MBI
JUIS JKU3HEHHBIM TOKa3aHWsIM. Takke HeoOXOJuMO OTMEHHTH IMpenapathl, COAEpKalue
AHTHATrPETAaHThl M AHTUKOATYJISHTHL. B JIeHb TpoIeayphl 3anpeniacTcsi MPOBOIUTh IPYTHE
IUArHOCTHYECKUEe, XHpyprudeckue mnpouenypsl. Ilepex mpomenypoit  kemaTelbHO
OTIOPOXXHUTH MOYEBOM My3BIPh M KUIIICYHUK.
® MaHunynauus TPOBOJUTCS B MPOIETyPHOM KaOMHETE B CTEPUIIBHBIX YCIOBHSIX,
MOJIOKCHHE TMallMeHTa — JIeKa Ha XKUBOTE. Bpau BeIMoONHSAET 00pabOTKY OMEparmOHHOTO
moJisg, 00e300IMBaeT KPBUIO 3aJHEI BepXHEW OCTHU MOAB3OUIHON KOCTH 4 MII JIUJJOKanHa, 1
HAYMHACT «BKPYYHBAIOIIMMI» JBM)KCHUSIMH CHCIIHATBHBIM HHCTPYMEHTOM «IIPOXOIHTEH)
KOCTb, COOMpasi «CTOJIOMK» KOCTHOTO MO3Ta.
® OObIMHO Ui MCCIEAOBAHUS HYXHO 2-3 CM Marepuanga, a €CiIM HalUeHT
MEPEHOCUT TMPOLEAYypy XOpoIio, TO 3abop MoxkeT mnpomomkurcs Ao 5-6 cm. I[locne
OKOHYAHMS B3ATHS MaTepuaia, Bpad «BBITATHBACT» WINy, HAKIAJBIBACT CTECPUIHHYIO
MOBSI3KY M KPEMKO MPKUMAET MECTO IMMyHKIIMU, HaJaBIMBas Ha Hee Maccoil cBoero Tena. B
Cllydae He3HAYUTEIILHOTO KPOBOTCUCHH S HAKIIAIBIBAEM TEeMOCTATHUECKYIO TYOKY H JJaeM Jie/T
Ha 10-15 muH.
® Pe3ynbraT B3ATHSA — MPOOUpPKA ¢ (PH3UOTOTHIECKUM PACTBOPOM CO «CTOJIOMKOM
KOCTHOT'O MO3ra. OTy MpoOUpPKY HEOOXOAMMO OTBE3TH B ATOT K€ JIEHb B JIAOOPATOPHIO IS
HCCIIeI0BaHUSI.
8) unaukaTopol 3¢ peKTUHBHOCTH NMPOLETYPHI WU BMEIIATEIbCTBO.
® [losyyeHue NOCTAaTOYHOT'O KOJIMYECTBA aclUpaTa KOCTHOT'O MO3ra
JTromobanvnaa nynkyus
1) neab mpoBeaeHusi NpoUeAyPbl WK BMeNIATEIbCTBA:
® [pu NMOJ03PEHUH Ha UH(EKIIMOHHBIE 3a00JI€BaHUS LIEHTPATIbLHON HEPBHOU
cUCTEMBI (FHLE(DATUT WIH MEHUHIHUT);
® B cilyuae MOJ03pEHUE Ha Cy0apaxHOUJAIbHOE UM BHYTPUMO3TOBOE
KPOBOM3IHUSHUE, €CITH KOMIIBIOTEPHYIO TOMOTPapUI0 HEBO3MOKHO BBITIONHUT WU
UCcleIoBaHMe 1aéT OTPULIATETIbHbIE Pe3yIbTaThI;
® [anKcHTaM C BBICOKMM BHYTPHUYEPETTHBIM JIaBJICHUEM IPU THIICPTCH3UBHOMN
ruaponedarny, cyoapaxHOuAaIbHOM KPOBOU3IUSIHUH WM JOOPOKAYECTBEHHOM
BHYTPHYCPEITHON THIICPTEH3HH;
® 17151 BBE/ICHHUSI JIEKAPCTBEHHBIX MIPENapaToB B CIMHHOMO3TOBOM KaHaj
(aHTUOMOTUKOB IPU MEHUHTUTAX).
® 17151 UCKIIIOUEHHUSI WU TTOATBEPKACHUS TUATHO3 «HEUPOICHKEMUSY.
2) NIpOTUBONMOKA3aHMS K MPoIeAype HIH BMEIIATEIbCTBY:
@ HK3KOE KOJIMYECTBO TpoMOouToB Menee 10-20x10%/7;
® TsDKETbIC HAPYIICHHS CBEPTHIBAEMOCTH KPOBH;
® OCTphIe BOCMATUTENbHBIE U HH(DEKIIMOHHBIC TTOPAKEHHS B MECTE
MIPEIoIaraéMoro MpoKoja Koxu;
® TsHKeNble COMYyTCTBYIOUIUE 3a00JIeBaHUS B CTAIUU JEKOMIIEHCAIUHU (BOIIPOC O
1[EJIeCO00Pa3HOCTH IMYHKIIUHU PEIIASTCs WHIUBHIYIBHO);
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® 0103peHUe Ha HaM4rue 00bEMHOT0 00pa3oBaHus FOJOBHOTO Mo3ra (abcuecca,
OITyXOJIH, CyOypaabHOM TeMaTOMBI), OCOOCHHO B 3aIHCH YEePEITHOM SIMKE;
@ TruIepIEHKOIUTO3, JeHKouuThl 0onee 30 x 10%/1.
3) noka3aHus K Npoueaype UiH BMeIIATEIbCTBY:
® [10/103pEHKE Ha HEUPOJIEHKO3;
4) TpeOoBaHMSI K CENHATUCTY, MPOBOSIIIEMY NMPOIETYPY HIH BMEIATEIbCTBO:
poLeaypy IPOBOJUT Bpad reMaToJior.
® OOBSCHHUTH MANMCHTY O MPOIEAYPE: BCCBO3MOKHBIC PUCKU U OCIIOKHCHUS;
® [loaroToBUTH BCce HEOOXOIUMbIE HHCTPYMEHTHI JIJIsl TPOLIETYPHI.
5) nepeyeHb OCHOBHBIX W JAOMOJHUTEIbHBIX JUATHOCTHYECKHX MEPONPUSITHI B
NMOAr0TOBKE K MpoLeaype Wi BMeIIATEIbCTBY:
® KyIMHMYECKHM aHaIu3 KPOBU;
® Koarynorpamma (AUYTB, IlIporpombun (mo Ksuky, B%), MHO,
nporpoMOuHOBOE BpeMsi, hpuOpuHoreH, XII-a 3aBucumbiii pudbpunonmm3, Auturpomoun 111,
npoteuH C WK UCCIeA0BaHNE aHTUKOATYJISTHTHOTO OTEeHIINAaNa cucteMbl mporernHa C).
6) TpeOGoBaHNS K MPOBEIEHHUIO MPOLEAYPhl WM BMEIIATEIbCTBA: ONMUCHIBAIOTCS
yCJI0BHS /1Jisl MPOBeIeHUs MPoueaypbl WM BMelIaTelbCTBA:

® [IyHKIMS IPOBOAUTCS B MPOIETYPHOM KaOMHETE, B CTEPUIIBHBIX YCIOBUSX;

® OpnHOpa30BbIE CTEPUIIbHBIE UIJIBL;

® CTepWIbHBIE IEPYATKH;

® CTEepWILHBIN KOPHIIAHT;

® crnupt (70%) unu 0,5% coupToBOIl pacTBOp XJOPreKCUAWHA UIsi 00pabOTKU
KOXU;

® JICIKOIIACTHIPh U CTEPUIIbHBIE IAPUKH, JICUKOIUIACTHIPD;

® 5 mmIpuUIOB EMKOCTBHIO SMIT U UTJIBI K HUM;

® 0,25% wm 0,5% pacTBop HOBOKanHa 00€300IMBaHUS MECTa IMPOKOJIA;

® 1-2% pacTBOp TpUMEKawHa [AJisi BBEIEHUS B CyOaypallbHOE U SMHUIYypalbHOE
IIPOCTPAHCTBO;

@ cTepuiIbHBIE UTJIbI ¢ MaHapeHoM aiuuHor 10-12¢cm (urna bupa mns nroMOanbHOM
MyHKIIUH);

® crepuibHbIe IPOOUPKH IS 3260pa CIMHHOMO3TOBOM KUAKOCTH.
7) TpeGoOBaHMS K MOAT0OTOBKE MAIHEHTA:

® YcneumHoe IpOBeIeHUE CIIMHHOMO3I0BOM IYHKIIUK BO MHOT'OM 3aBHCHUT OT
MPaBHJILHOTO TOJIOKEHHsT 00JIbHOT0. HermocpencTBeHHO niepe/] MyHKIHeH MaueHTy
IPUJAI0T SMOPHOHAIBHYIO 1103y — YKJIAbIBAIOT Ha 00K, MAKCUMAaJIbHO HAKJIOHSIOT TOJIOBY,
cru0aroT HOr'M B Ta300€IPEHHBIX U KOJIEHHBIX CyCTaBax.

® Ha ypoBHE IMHMM, KOTOPasi COEIUHAET BEPXHUE 3alHUE OCTH IOJB3JOLIHBIX
KOCTEH, Bpay OIpeAeIaeT IPOMEXYTOK MEXKIY OCTUCTHIMU OTPOCTKAMU TPETHETO U
4eTBEPTOro MOSICHUYHBIX O3BOHKOB. [lepes nmpokosaoM Koxy o0pabaThIBarOT HOJO0M.
[Tocne aToro Hox THIATENBHO YAANAIOT CHUPTOM, YTOOBI OH HE IOMAaJl B
cyOapaxHOUJaJIbHOE MPOCTPAHCTBO. MECTO CHIMHHOMO3IOBOM IYHKIIUU OKPYXKAtOT
CTEPUJIBHOM IIPOCTBIHEM.

® [IpoBoasaT 06e300aMBaHue MecTa IpeanoaaraeMoi mynkuuu 0,5% pactsopom
HOBOKawWHa. B uriry mis momOanbHON MyHKIIMK BCTABIISIOT MAaHAPEH, MPOKAIBIBAIOT KOXKY,
YTOYHSIOT HalnpasiieHHue uriibl. [1o Mepe BBeeHNs UTIIbI Bpad MOCJIEI0BATEIbHO
IIPE0JI0JIEBAET CONPOTHUBIICHHUE JKENTOM CBA3KU U TBEPAON MO3roBoil obosiouku. [Tocie
IIPOKOJIa TBEPAOH MO3TOBOM 000I0UKHU UTITY JUIs CIMHHOMO3TOBOW ITyHKIIUHM BBOJSAT OYEHb
MeUIeHHO. BpeMs oT BpeMeHU U3BJIEKAIOT MaHJPEH /JIsl TOTO YTOOBI IPOBEPUTH, HE
BBITEKAET JIU LiepeOpocIMHaIbHAas )XUAKOCTh. Kora uria nonagaer B cybapaxHougalbHOE
IIPOCTPAHCTBO, BO3HUKAET OLIylleHHe rpoBana. [Ipu nosBaeHuu TMKBOpa Uy
MpoABUTAIOT eI Ha 1-2 MM.

131


http://www.clinica-shmidta.ru/catalog/testy_kharakterizuyushchie_sostoyanie_antikoagulyantnoy_sistemy_organizma_estestvennye_antikoagulyan/protein_s_global/

® 3aTeM ManueHTa NPOoCsT pacclabUThCsl, OCTOPOIKHO BBHIIPSIMUTH HOTU U TOJIOBY.
Bpau uzBnekaeT MaHApEH, HE JOMYCKasi ICTEYEHUs] CHMHHOMO3T0BOM xkuakoctu. K urie
IPUCOEAUHAET MAHOMETP U U3MEPSIOT JIUKBOPHOE JlaBieHre. OHO B HOPME COCTaBIISAET
100—150 MM BogHOTO cTonba. MicTteuenne nepeOpocnnHaIbHOMN KUAKOCTH TIPH
HEOOXOJMMOCTH YCUJIMBAIOT C IIOMOILBIO MTOKAIJIMBAHUS, HA/IaBIUBAHUS SIPEMHbIC BEHbI
WM 5KUBOT, WIH SIPEMHbBIE BEHBI.
8) unaukatopsl 3pGeKTHBHOCTH NPOLEAYPHI WM BMEIIATEIbCTBO.
® CIMHHOMO3TOBYIO )XHJIKOCTh COOMPAIOT HE MEHEE YeM B 3 CTEpUIIbHBIC
MPOOHPKHU.
6. Opzanu3ayuonnsvle acneKmol nPOMOKONA:
5.1. Yka3aHue Ha OTCYTCTBHE KOH(DIUKTAa HHTEPECOB: HET.
5.2 naHHbIE SKCNEPTOB (CHEUANTNCTOB C PECIyOJIUKH U 3apyOeKHBIX CTPaH);

5.3 Mexanusm o6OHoBienuss KW mpenycMmarpuBaeT HMX CHCTEMaTHYECKYIO
aKTyalM3aluio — He pexke yeM | pa3 B 3 roja Wiau Ipu MOSBIEHUHM HOBOM MHGPOpMALMH O
TAaKTUKE BEJCHUs MalMEHTOB C AaHHBIM 3a0osneBaHueM. Pemienne o0 0OOHOBIEHUU NMPUHUMAET
M3 PV3 Ha OCHOBE MNpEIOKEHUHN, MPEACTABICHHBIX MEIUIUHCKUMH HEKOMMEPUYECKUMU
npodeccruoHaibHbIMU OpranuzauusaMu. ChopmMupoBaHHbIE NPEIOKEHNUS JOJKHBI YUYUTHIBATh
pe3ynbTaThl KOMIUIEKCHOW OLEHKH JIEKAPCTBEHHBIX MPENapaToB, MEAUIMHCKUX HU3JEIUl, a
TaKXe Pe3yJbTaThl KIMHUYECKOM arpolarum.

Cnucok aurTeparypsl
l. [Iporpammuoe neuenue 3aboneBaHuii  cuctembl KpoBu: COOpHHK
QITOPUTMOB IUArHOCTUKH U IPOTOKOJIOB JieueHusl 3a0oseBanuii cuctemsl kpoBu. [lox pen.
B.I'. CaBuenko. 2012. 1056 p.
2. Capuenko B.T'., IlapoBuunukoBa E.H. Octpsie neliko3bl / KnuHnueckas
OHKOIeMaToJIorusi: pykoBoAcTBO Juis Bpadeil. [lox pea. Boakooit M.A.. 2-e wusn.,
nepepad. u gom. 2007. P. 409-502.

3. KinHuyeckre peKoMeHJaluu 10 OCTPOMY JTUM(OOIaCTHOMY JISHKO3Y ISt
B3pocibix 2020r.
4. https://medicinehelpful.com/17569722-sternal-puncture-technique-

indications-and-complications
5. Bichel J. Alvorlige komplikationer ved sternalpunktur [Serious complications
of sternal puncture]. Ugeskr Laeger. 1989 Feb 13;151(7):442-4. Danish. PMID: 2919469.
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MHUHUCTEPCTBO 3IPABOOXPAHEHUA PECITYBJIUKHA Y3BEKUCTAH

PECITYBJIMKAHCKH CIIEIIUAJIA3UPOBAHHBIN HAYYHO-
MPAKTUYECKUAN MEJUIIUHCKUA HEHTP TEMATO.JIOTUA

HAIIMOHAJIBHBIN KJIMHUYECKHNHN ITPOTOKO.T
O MEJULIMHCKOMN NPO®UJIAKTUKE U PEABWJINTALIUU
OCTPOI'O IMM®OBJACTHOI'O JIEMKO3A

Ocnoenas uacme.
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6.1. Tepmunsvt u onpeoenenusn

Octpble JaumdoOaacTHBIE JeliKo3bl — 53TO TeTepOoreHHas TIpylna KIOHAIbHBIX
3a00JIeBaHUN CHUCTEMBl KPOBM, BO3HMKAIOIIMX BCJieAcTBUE MyTanuuu B T- win B-xnerkax
IpEIIIECTBEHHUIIAX.

Ph-HeratuBHble ocTpble JUM(OOIACTHBIE JIEHKO3bI — ATO TpyMma, 00bEAUHSIONIAS
HECKOJIBKO TMOATUIIOB OCTPBIX JHUM(OOIACTHBIX JIEUKO30B, MPH KOTOPBIX HE OOHApY>KUBaeTCs
dunanensduiickas xpomocoma (Ph-t(9;22)). B Hee BritodeHb! Bce B-kiieTounsie u T-kieToyHbIe
ocTpble TUM(OOIACTHBIE JEWKO3bI U TMM(OOIaCTHBIC TUM(OMBI.

Ph-no3utuBHbIil  ocTpblii  JUMGOOJIACTHBIN JIeiiK03 — 53TO BapUaHT OCTPOIo
aumdoOIacTHOrO JieKko3a, NpU KOTOPOM METOJIOM CTaHIApTHOTO IIMTOT€HETUYECKOTrO
uccnenoBanus (G-banding) nim meronom FISH onpenensiercst Tpancnokanus t (9;22). Jlnaraos
Ph-nmo3utrBHOTO OCTpOTO IMM(POOIACTHOTO JIEHKO03a HE MOKET OBITH OCHOBAH TOJIBKO Ha METOJIE
MOJICKYJISIPHOM JETEKIIMU XUMEPHOT'O TPAHCKPHUIITA.

Hurorenernyeckoe wiaum FISH (Meroa ¢uiyopecueHTHOM ruOpuam3anuu in situ)
UCCIIEIOBaHMS SIBIISIFOTCSL  00s3aTelNbHBIMU. MeEToAOM MOJIMMEpAa3sHOW LEMHOM peakuuu
OIpe/eNAeTCs BapUaHT XUMEPHOI'O TPAHCKPUIITA, KOTOPbIM B JaJbHEWUIIEM HCIONb3YeTCs AJIs
MOHHMTOPHUHIa MUHUMAJIbHOM OCTaTOYHOM OO0JIE3HHU.

IlosiHasi peMuccHs — 3TO COCTOSIHUE KPOBETBOPHOM TKaHH, MPU KOTOPOM B IyHKTATe
KOCTHOIO Mo3ra oOHapyxuBaeTcsi 5% U MeHee OJIaCTHBIX KIETOK IpU HOPMalbHOM
COOTHOIIEHUH BCEX POCTKOB KPOBETBOPEHUS, IIPU KOJIMYECTBE HEUTPOPHIIOB B niepudepruueckon
kpoBu Oonee 1,0 x 10°/1, npu KomuuecTBe TpoMOOLUTOB Gonee mnu paaoM 100 x 10%m, mpu
OTCYTCTBHHM  OJKCTpaMEAyJUIAPHBIX ~ O4yaroB  Jeikemudeckoro  pocra.  Koncraranus
MOpP(OJIOTHYECKA  TIOJIHOM  peMHUCCHHM  (COOTBETCTBEHHO,  OIICHKA  PE3WCTCHTHOCTH)
OCYIIECTBIISIETCS JINOO TIOCIe TIepBOi (pa3bl MHAYKIIMOHHOW Teparuu, JIM0o mociie BTopoi. [Ipu
OTCYTCTBHHM TIOJTHOW PEMHUCCHHM TIOCTE€ 3aBEpIICHUS JBYX OJTalloOB HHIYKIIMOHHON Tepanuu
peructpupyerca pedpakrtepHas (opma octporo numdoOmactHoOro Jeikosza. B arToil cBs3u
HEOOXOIMMO TMOMYEPKHYTh, YTO y psAda MAlUSHTOB TIOCIE 3aBEpIICHHUS BTOPOH (a3bl
WHIYKIIMOHHOW Tepanuu Ha ()OHE BOCCTAHOBICHHS KPOBETBOPEHHS IOCIE HUTOCTATUYECKOTO
BO3/ICIICTBUSL B paHHUE CPOKU IOCJIE €ro 3aBEpIICHUsS MOXKET OIPEAENSAThCS YBEIUYCHHBIN
npoueHT OnacTHIX KieToK (10 10—12 %). B sTom ciiydae (0cOOEHHO ecliu MOJHAs PEeMHUCCHUS
OblIa 3aUKCHpOBaHA TOCHE TepBOM (a3bl MHIYKIIMOHHOW Tepalvu) depe3 Hemenro Ha (oHe
BOCCTAHOBJIEHHOI'O KPOBETBOPEHMSI LI€J€CO00pa3HO BBIIOJHUTH IOBTOPHYIO CTEPHAJIBHYIO
MYHKIIHIO.

[Tonnas pemuccus moapaslensercs Ha TPU OCHOBHBIX THIA: 1) HUTOreHeTHUYecKas, 2)

MOJIEKYJISIpHAs, 3) C HEMOJIHBIM BOCCTAHOBJIEHUEM ITOKa3aTesel nepudepruyeckoil KpoBH, Kormaa
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ypcno Helirpodunos menee 1 x 10%11, a pomGoruros menee 10 x 10%/1. ITocnenuss kaTeropus
OrOBAapHUBAETCS CHELMAJIBbHO, IOCKOJIbKY, IO psAy AAaHHBIX, NPOTHO3 Y TaKUX IMallUEHTOB
HECKOJIbKO Xyke. [Ipu 3TOM 3KCHepThl HE PEKOMEHIYIOT KOHCTaTHUpPOBAaTh y TaKUX NAI[MEHTOB
MOJIHYIO peMuccHio. TeM He MeHee BHE KIIMHUYECKHUX MCCIIeIOBAHUN ATy (POPMYIHPOBKY OTBETA
HIPUMEHSIOT PENIKO.

YacruyHasg pemuccusi (YACTHYHBIA OTBeT) — OSTOT TEPMUH PEKOMEHIYIOT
UCIIOJIb30BaTh TOJBKO B  KIMHUYECKUX uccienoBanusix [-II  ¢as3pl, oneHuBarommx
IPOTHBOOITYXOJIEBYIO 3 (EKTUBHOCTh, TOKCHYHOCTH, NMEPEHOCHMOCTh HOBBIX MPENapaToB MU
OTIpeIeNAIOUX ONTUMAIbHBIE 103bl ITHX MPENapaToB.

Pe3ucrentHas ¢opma — sta (dopma 3aboneBaHMs, KOTOpas KOHCTATUPyeTCs IpU
OTCYTCTBHUH ITOJTHOW PEMHUCCHH TIOCTIE 3aBEPIIECHUS IBYX (a3 MHIYKIIMOHHOHN Teparuu.

Panusis cMepTh — 3TO CMEPThH MAIMEHTa B MEPUO] MHAYKIMOHHOHN Tepanuu (IByX (a3
UHYKIUH JUIs1 OCTPBIX JTUM(POOJIACTHBIX JIeiKko30B). CieayeT NoJ4epKHYTh, YTO ATOT KPUTEPUN
ABJsIeTCA 0000IIAOIIUM U1 MOHATUS TMOeNN MalMeHTa B Mpolecce MHAYKIIMOHHONW Teparuu.
Yamie HCMONB3YIOT TEPMUH «CMEPTh B TEPHOJ] HHIYKIHH», YTO Oo0Jiee YEeTKO OTpakaer
CUTYallMI0, TOCKOJBbKY B psiieé CllydaeB CMEPTh NAIlMEHTa IPOUCXOAUT Ha BTOpOH (asze
UHIYKIIMOHHOW Tepanuu, Mpu 3TOM y HUX OblIa 3aperucTpuUpoBaHa IOJHAs PEMHUCCHUS MOCIe
nepBoil (a3pl MHAYKIMOHHOM Tepanuu. B 3THX ciiyyasix cMepTh pacCMaTpHUBAIOT KaK CMEPTh B
KOHCOJIUAALMU WM CMEPTh 110CIJIE JOCTUKEHUS TIOJTHON PEMUCCUU.

PeuuauB — 3TO CcOCTOSIHME KOHCTaTHpYeTCs NMpU OOHApYKEHUM B IIYHKTAaT€ KOCTHOTO
mo3ra Oonee 5 % OmacTHbIX KieTok. PeuuauB 3abosneBaHuss HE KOHCTaTHpYeTCs IpH
OoOHapy>K€HUH B OYEPEHOM KOHTPOJBHOM IyHKTaTe€ KOCTHOro Mo3ra Oosee 5 % O61acTHBIX
KJeTok, Ho MeHee 10 %, B Tex ciyyasx, KOrja IyHKLIMsS KOCTHOI'O MO3ra MpPOU3BOAMTCSA B
paHHUE CPOKHU IOCJIE Kypca XUMHOTEpANUK WIA UCIOJIb30BAIUCH POCTOBBIE T'€MOMOITHYECKUE
(GakTOpbl C LENbI0 COKpAllleHHs Iepuoja HEWTPONEHUM, NIPU 3TOM aHaIMU3 Hepudepudeckoi
KPOBH HOPMAaJIbHBIN M OTCYTCTBYIOT 3KCTpaMeayJUIipHbIe OpaxkeHus. BTopas quarHoctuueckas
IOYHKIUS ocymiecTsisercs uepe3 7—10 nuelt mocne nepBoil. Eciu coxpaHsieTcss MpOLEHT
0JIaCTHBIX KJIETOK BBILIE 5 WM OTMEYaeTcss MX yBeiauueHue (Hampumep, ¢ 7 ao 13 %), to
KOHCTaTHUPYETCsl PELUIUB.

Panumii penmauB — sta ¢opmMa peuuaMBa Ha3bIBAaeTCs B TOM Cllydae, €ClId OH
pEerucTpUpyeTcs paHbllle, YeM 4epe3 IoJroja OT MOMEHTa OKOHYAaHHS MOJJEpKUBAIOLIEH
Tepanuy WU Ha TepamnuM Iocie JOCTUKEHHs] peMuccuu. [1o3qHuM cuuTaeTcs: TOT peLuuB,
KOTOpBII BO3HUKaeT yepe3 Moiroaa M 0ojee OT OKOHYAHHUS MOJJEPKUBAIOIIECH Tepanuu.
PerunnBoM Taxoke SBISETCS M BHEKOCTHOMO3IOBOE MOpaxkeHHe (Helpoieikemus, mopaxeHue

ANYCK, YBCIIMYCHUC CCIIC3CHKU U T. [[.) AaXKE MPU OTCYTCTBHUU N3MEHEHUH B KpOBH U KOCTHOM
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Mo3re. BHEKOCTHOMO3rOBbIE PeLUIUBBI (OCOOCHHO MOPAXKEHHUE LIEHTPAIbHOW HEPBHOM CUCTEMBI)
IIPU UCHOJIb30BAHUN COBPEMEHHBIX MPOTOKOJIOB JIEYEHHUs BCTPEUYAOTCS HMPUOIU3UTENBHO B 4—
8 % ciyuaeB. Eciiu koHCTaTMpOBaH M30JUPOBAaHHBIM BHEKOCTHOMO3IOBOW PELMIUB, TO, KPOME
JIOKAaJbHOM Tepanuu (JeYeHHe HeHpoJIeHKeMuH, OoOMydeHHne/yaleHne SuYKa, yaaJeHue
JeMKeMHYecKoro oyara B SAWYHMKE M T. J.), O0S3aTENIbHO NPOBEIEHHUE U CHUCTEMHOMN
MHIYKIIMOHHOM TEPANNHU 10 IPOTOKOJIAM, IPELYCMOTPEHHBIM UL TAKUX PELIUIUBOB.

MuHuMajibHAas 0CTaTO4YHAs1 00JIe3Hb, WJIM MUHUMAJIbHAS pe3uayajbHasi 00Jie3Hb —
3TO HEOOJbINAS TOMYJISIIHS OIYXOJIEBBIX KJIETOK, KOTOpas HE MOXKET OBITh 3a)MKCHpOBaHa C
IIOMOILIBI0  CBETOBOT'O MHKPOCKONA, HO OOHapyXuBaeTcs Oojiee TOHKHMH METOAAMU
MCCIIEIOBaHsl, BBISIBJIAIONMMU | JielikeMuueckyto kietky Ha 10%6 uccnenyempix. OCHOBHBIME
METOJaMHU JECTEKIMU MHUHAMAIBHON OCTaTOYHOW OOJIE3HH SBISIOTCS MPOTOYHAS IIUTOMETPHUS U
NoJIMMEpa3Has LenHas peakuus. MeToabl CTaHJapTHOIO LUTOIE€HETUYECKOTO MCCIIEIOBAHUS U
merox FISH He ucnonb3yroTcs B LessX OLlEHKM MUHUMAJIBHOM OCTaTOYHOM 00JIe3HU.

IuTorenernyeckasi peMHCCHs — 3TO IIOJIHAS KJIMHUKO-TEMAaTOJIOTUYECKAsi PEMUCCHS,
OpU 3TOM METOAAMM CTAaHJAPTHON IIUTOI€HETUKH HE BBIABISAIOTCS HCXOJHBIE aHOMAaJIUU
KapUOTHUIIA; KApUOTUI JOJDKEH OBITh HOPMaJbHBIM, @ YHUCJIO NPOAHAIU3UPOBAHHBIX MeTadas
JOJDKHO cocTaBisaTh He MeHee 20. lluToreHerndeckas peMuCCHS — HOBOE IIOHSATHE,
NOSIBUBILIEECS NPU PETYJISIPHOM HCIIOIB30BAHMM METOAOB LIUTOTEHETUKU Ul HMCCIEAOBaHUMN
IIYHKTAaTOB KOCTHOI'O MO3ra B IIEPUO]I ITIOJIHOM PEMHUCCHUM.

IuToreHeTu4ecKMii peMIMB — 3TO PELUNB, KOTOPBIA KOHCTATUPYETCS IPHU HAINYUU
B ITyHKTaTe KOCTHOTO MO3ra MUTO30B C XPOMOCOMHBIMH a0eppanusMu, KOTOpble OOHApYKEHbI B
neOrore 3a00s1eBaHUS Ha (POHE COXPAHSIOIIEHCS KIMHUKO-T€MaTOJIOTMUYECKON PEMUCCHH.

MoJieky/JasipHast PEMHUCCHA — 3TO IIOJHAs KJIMHUKO-TEMATOJIOTMYECKass PEMHUCCHUS NPU
OTCYTCTBMM B KOCTHOM MO3I€ HCXOJHO OIPEAEISABIIMXCA METOIOM IIOJUMEPA3HON LEIHOU
peaKuy MOJIEKYJSIPHBIX MapKEepPOB OCTPOTO JICHKO3a ¢ 4yBCTBHTEILHOCTBIO MeTona 107, 1o
TaK)K€ HOBOE IIOHATHE, CTaBLIEE B HACTOsALIEE BpeMs KiItoueBbIM. ClielyeT OTMETUTD, YTO MOYKET
OBITH JOCTUTHYTA LIUTOTEHETHYECKAsl PEMUCCHUS, HO TPU 3TOM MOJIEKYJIIPHbIE MAPKEPhl MOTYT
€Ille ONPEACIATHCA.

MoJiekyJIsIpHBIH pelUIUB — 3TO IOSABJICHUE UCXOJHO ONPEIEISIBIINXCS MOJIEKYIISIPHBIX
MapKepoB OCTpBIX JIEHKO30B B JBYX IIOBTOPHBIX aHajau3aX (IPOBEIEHHBIX C KOPOTKUM
MHTEPBAJIOM BpPEMEHH) Ha (OHE COXPAHSIOMIEHCS KIMHUKO-T€MATOJOTHUYECKOW PEMHUCCHH.
BaxHbBIM M OJHMM M3 CaMbIX TOYHBIX CHOCOOOB OIEHKH 3()(PEKTHBHOCTH Tepamuu OCTPHIX
JEMKO30B  SBIAIOTCSI NPUMEHEHHME CTaTUCTUYECKUX METONOB M  IIOCTPOCHHME KPHUBBIX

BbDKMBACMOCTH IMAOUCHTOB, KOTOPBIM IIPOBOJHIIM TO HWJIM HWHOC JICUHCHHUC. Yamie Bcero
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OLIEHUBAIOT O00IIyl0, Oe3peluIuBHYI0, OECCOOBITUIHYIO BBDKMBAEMOCTh M BEpPOSTHOCTH
COXpaHEeHMsI OJTHON peMHUCCUH (MM 00paTHOE MOHATHE — BEPOSITHOCTD Pa3BUTHS PELIUIMBA).

OO0mas BbIKNBaeMOCThb. J[J1s1 OlIeHKH 0011el BBKUBAEMOCTH aHAIU3UPYIOT BpEMEHHbBIE
napamMeTpsl BCEX IALMEHTOB, BKIKOYEHHBIX B HCCIENOBaHUE. TOUKOW OTCYETa SIBISAETCA JEHb
Hauyana Tepanuu. CoObITHEM CUMTAETCS TOJBKO CMEPTh HalMeHTa OT J000i MpUUUHbI (paHHsA
J€TalNbHOCTh, CMEPTh B IEPUOJ PEMUCCUH OT JIIOOON MPUUYUHBI, CMEPTh B MEPHOJ PELUANBA).
CoObITHe Ha KpUBOHM BBDKHBAEMOCTH TpadHUuecKd OTOOpa)kaeTcsi CTYNEHBKOW, MIIyHIeH BHMH3.
[TanneHTOB, )KUBBIX BO BpEeMs MPOBEJICHUs aHAIN3A, PACLICHUBAIOT KaK CIIy4ail U1 OTMEYarT Ha
KPUBOM uepTOuYKoi, T. e. ueH3ypupyroT. IlanmeHnToB, cyab0a KOTOpPBIX HEU3BECTHA,
LIEH3YPHUPYIOT B TOT MOMEHT, KOI'J1a ObLJIO U3BECTHO, YTO OHU KUBBI. BOJIBHBIX, OTKA3aBILIUXCS OT
JICYECHU S, LICH3YPUPYIOT B IEHb OTKAa3a OT TEPaIuu.

Be3penunuBHasi BbIKHBaeMocTb. [Ipu oreHke O€3penUANBHON BBIKHBAEMOCTH
YUUTBIBAIOT JaHHbIE TOJBKO TE€X NAIlMEHTOB, Y KOTOPBIX OblIa JOCTUTHYTA IOJIHAS PEMUCCHSL.
Toukoli oTcueTa cuuTaercs jgaTa JOCTHOXKEHHUS MOJHOW pemuccuu. COOBITMAMU CUMTAIOTCA
peLUUaAMB WIM CMEPTh OT JII000M MpUYUHBI (B NEPUOJ KOHCOJIUAALNUU WU IMOJAJIEPKUBAIOIIETO
J€YeHUs, OT pPELUM]UBA, B IEPUOJA PEMHUCCUM OT JAPYrod MNPUYMHBI, HAIPUMEp, CYULUIA).
LleH3ypHpyIOT TOJBKO TE€X MALUEHTOB, KOTOPbIE ObLIM KUBBI U HAXOJWJINCH B IIOJHON peMUCCUU
B MOMEHT NPOBEJCHMs aHaiIu3a. boJbHBIX, Cy/b0a KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KOT/1a ObLI0O M3BECTHO, YTO OHU JKUBBI B MOJHON pemuccuH. llanneHToB, y KOTOPBIX
ObLy1a IOCTUTHYTA IOJIHAsL PEMUCCHS, HO OHU OTKAa3aJIMCh OT JICYEHUSI B PEMUCCUH, LIEH3YPUPYIOT
B JICHb OTKa3a OT TE€PaIHH.

BeposiTHOCTH cOXpaHeHMsI NOJIHOM peMuccUM (00paTHOE OT BEPOSITHOCTH PA3BUTHSA
peunauBa). IIpu oneHKe BEpOATHOCTH COXPAHEHUS IOJHOM PEMHUCCHM YYMTBIBAKOTCS JAAHHBIC
TOJIBKO T€X MAlUEHTOB, Yy KOTOPBIX JOCTUIHYTa MOJHas peMuccus. llpu 3ToM TOUKOM OoTCUeTa
CIy’)KUT JaTa JOCTHXKEHMs MOJHOW peMuccuu. COObITMEM CUMTAeTCsd TOJBKO PpELUIUB
3a0oneBanud. LleH3ypupyroT Bcex OOJBHBIX, KTO JKMB B IIOJHOH pPEMUCCHMM B MOMEHT
MpoOBeJcHUS aHanu3a. llanuMeHTsl, ymepmime B MEPHOJ NOJHOW PEMUCCHM OT OCIJIOXKHEHHI,
CBSI3aHHBIX C JICUCHHEM, WM OT APYTUX MPHYUH, HEH3YPUPYIOT B JIEHb CMEPTH, KaK OOJbHBIX,
HaXOJMBUIMXCS B MOJHON pemuccuu. IlanuenToB, cyapb6a KOTOPHIX HEU3BECTHA, LIEH3YPUPYIOT
Ha TOT MOMEHT, KOrja ObUIO M3BECTHO, YTO OHM JKUBBI B IOJIHOM pemuccuu. IlanueHTos, y
KOTOpBIX ObLIa JIOCTUTHYTa IOJIHAs PEMHUCCHS UM KOTOpbIE OTKA3aJUCh OT JICUEHUS B MEPUOJ
PEMHCCHH, LEH3YPUPYIOT B JI€Hb OTKa3a OT Tepanuu. BepoATHOCTh COXpaHEHUs IOJHOMN
pPEMHCCHM  SBJISIETCA  TEM  IIOKAa3aTelIeM, KOTOPBI IO3BOJIAET OLEHUBAThb HCTHUHHYIO
IPOTUBOOITYXO0JIEBYIO (PPEKTUBHOCTh KaKOH-TMO0 Tepanmuu 0e3 ydeTra TakuX CyOBbEKTHBHBIX

MOMCECHTOB, KaK BbIXaKNBaHHUC ITALIUCHTOB OT OCJ'IO)KHGHI/Iﬁ, CBsA3aHHBIX C CAMHM JICUCHUCM.
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BeccoObiTHiiHAS BBIKMBAEMOCTb. DTOT IOKa3aTelb OLICHWBAET BBDKUBAEMOCTb BCEX
OOJIbHBIX, BKIIOYEHHBIX B aHaJM3, C MOMEHTa Hadana Tepanuu. COObITHEM CUMTAETCS PaHHsAA
JETATbHOCTh, (AKT HEJAOCTIIKEHHS TOJHON PEMHCCHH 4epe3 JIBa Mecslla OT HaJaja JICUYeHHUs,
CMEpPTh B TEPHOJA PEMHUCCHU OT OCIOXHEHHUH XMUMHOTEpAIMK WM JAPYTHX MPHUYUH, a TaKxkKe
peunuB 3a0oneBanus. LIeH3ypupyOT TOJNBKO MAIMEHTOB, Y KOTOPBIX ObliIa JOCTUTHYTa MOJIHAS
peMuccHs B TeUEHHUE MEPBBIX JABYX KYPCOB XMMHOTEpAIHH, U OHU OCTAIOTCS KUBBIMHU, COXPaHSIS
MOJTHYIO PEMHUCCHIO, HA MOMEHT IIPOBE/ICHUS aHAIIM3A.

Muayknmss — S5TO TEepuoJ HAYAIBHOTO JICYCHHUS, IEJbI0 KOTOPOTO  SIBISIETCS
MaKCHUMaJIbHO OBICTPOE U CYIIECTBEHHOE COKpallleHHE OITyXOJIEBOM MacChl M JIOCTHXKEHHE
IIOJTHOM PEMUCCHM, Ha3bIBaeTCs MEPHOAOM MHAYKIUH (00br4HO 1-2 Kkypca). iIMeHHO B 3TOT
nepuos Ha (JOHE MPUMEHEHHSI [IUTOCTATHUECKUX CPEJICTB KOJINIECTBO JICHKEMHUYECKUX KIIETOK B
KOCTHOM MO3Te¢ yMeHbInaeTcst npuMmepHo B 100 pa3, T. €. B MOMEHT KOHCTATalliH IOJIHOU
PEMHUCCUH B KOCTHOM MO3re MOpP(OJIOTHUECKH OIpeesseTcss MeHee 5 % OIMyXO0JIeBbIX KIETOK.

Koncoauganus. Bropoii stan Tepanuu OCTphIX JEHKO30B — 3aKpeIIeHUE JTOCTUTHYTOIO
IPOTHBOOITYX0JIEBOTO 3(deKTa (pa3Hoe KOJIMUECTBO, B 3aBUCHMOCTH OT MPOTOKOJA). 3amaven
ATOro NEepUoAa SIBISETCS MO BO3MOXKHOCTH €lle OoJIbLIee YMEHBIICHHWE 4YMCa OCTAIOLIUXCS
10CJI€ MHAYKIUH JEHKEMUUYECKUX KIIETOK.

IMopaepxuBarpuiee JedeHHe — 3TO MPOAODKEHHE LMTOCTATHUYECKOro BO3AEUCTBUS B
MEHBIIUX J103aX, YeM B MEPUOJ HHIYKIIMA PEMHUCCHUHU, Ha BO3MOKHO OCTAIOIIUICS OITyXOJIEBBIN
KJIOH.

[ManauaTuBHasi Tepamusi - 3TO pa3fesl MEAULUHBI, 33JadyaMHM KOTOPOIO SIBJISETCA
UCIIOJIb30BAaHUE METOJIOB M JOCTM)KEHUII COBPEMEHHON MEAMLIMHCKOW HayKW JJsl POBEICHUS
Je4eOHBIX MPOUEAYp M MaHUMYISIIHNA, MPU3BAHHBIX OOJIETYUTH COCTOSIHHE OOJIBHOTO, KOTAa
BO3MOXXHOCTH PAJUKAIBHOTO JICUCHHs y)K€ McUepraHbl (MAJIMATUBHBIC OMEPALUU IO TOBOIY
HeomnepabenpbHOro paka, o00e300/1MBaHue, KyNHpPOBAHHWE TIAMOCTHBIX cuMmnToMoB). BO3
orpeenseT NaJUIMaTUBHYIO ITOMOIIIb KaK MpeAoTBpalleHue 1 00JeryeHue CTpagaHuil B3poCibIX,
JeTell U UX CeMEH, CTAIKHBAIOIIUXCA C MPOOJIeMaMH, CBS3aHHBIMU C OMACHBIMHU ISl KU3HH
3a00JIeBaHUSIMH, KOTOPBIE BKIIOYAIOT (PU3NIECKUE, TICUXOJIOTHYECKHE, COIIMATbHbBIC U TyXOBHbIC
CTpa/laHus MALUEHTOB U YWIEHOB UX CEMEil.

6.2. Onpeoenenue 3abo0neeanusn:

Octpbie aumdodaacTHbie Jeiiko3bl (nagee — OJIJI) — 3T0 rereporeHHas rpyiia
3JI0KQYECTBEHHBIX KIIOHAJIBHBIX 3a00JIEBaHUN CHUCTEMBI KPOBH, HMPOUCXOAAIINX M3 KIETOK-
OpPEJIIECTBEHHUI]  IeMOoIl033a  NPEUMYILECTBEHHO  JHUM(OUAHONH  HANmpaBlIEHHOCTU
TG GEepeHIUPOBKY M XapaKTEPU3YIOIIHUECs Yallle BCEro HMCXOJIHBIM MOPAKEHHEM KOCTHOIO

Mmo3ra (nainee — KM), BbITeCHEHUEM HOPMaJIbHOI'O KPOBETBOPEHUS U BOBJIIEUEHHEM B MPOLECC
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pa3IUYHBIX OPTaHOB M CHCTEM OpraHu3Mma (IieHTpaidbHas HepBHasg cucrtema (manee — [[HC),
AUYKH, TUMQaTHUYecKas TKaHb 000 jokanuzanuu). [Iporpammuoe nedenue 3aboieBaHUN

cuctemMbl kKpoBi: COOpHHUK aJTOPUTMOB IHMATHOCTHUKH WM IIPOTOKOJOB JieUeHHs 3a00JIeBaHUM

cucremsl kpoBH. [lox pen. B.I'. CaBuenko. 2012.

6.3. dmuonozua u namozenes 3a601e6anus

OTUONOTUS TOYHO HE YCTAHOBIEHA. OTHOJIOTHS M TMAaToreHe3 OOBACHSIOTCS
OOIIETTPUHATON KJIOHOBOW TEOpHUEH: BCEe JIEMKEMUUECKHE KIETKHU SIBJISIOTCS MOTOMKAMHU OJTHOM
pOJIOHAYATBHON KIIETKH, KOTOpas MpeKpaTuia CBO AUPGEPESHIIUMPOBKY Ha OJHOW M3 PaHHUX
cTaauii co3peBaHus. W3-3a HEKOHTponHMpyemoil mponudepanuyd OMyXOJIeBbIX KIETOK
JTHETAaeTCsl HOpPMalbHOE KPOBETBOPEHHE, 00pa3yloTcss MeTacTasbl  (JIeWKeMudecKue

UHQPUIBTPATHI) BHE OpraHoB KPOBETBOPECHHUS [1-5]. https://www.leukemia-

net.org/leukemias/all/standards_and_sop/e9508/infoboxContent9510/all-contents.pdf

6.4. Jnudemuonozusa 3ab01e6anusn
OJUJI MokeT BcTpeuaThes y JIMIL JII0OOTO BO3pacTa, HAaUMHAas C MIJIaJIEGHYECKOr0 BO3pacTa u
3aKaH4YUBas MMOXKHIJIBIM, OJTHAKO MAKCUMAJIbHBIC 3HAUCHUS 3a00JICBACMOCTH TIPUXOIATCS HA
nerckuit Bozpact (60 % namuentoB OJIJI monosxe 20 net) [1,2,6]. Cortelazzo S. et al.

Lymphoblastic lymphoma. // Crit. Rev. Oncol. Hematol. 2017. Vol. 113. P. 304-317.

OJIJI sBnseTcss camMoil pacIpOCTPAHEHHOM OIyXOJIbI0 KPOBETBOPHON TKaHU y JIETEH,
coctaBisis 30 % Bcex 3710KaUeCTBEHHBIX OIyXOJIel JAETCKOro BO3pacTa. Y MallMEeHTOB MOJIOXKE
15 ner OJUUI muarnoctupyercst B 75 % ciydaeB Bcex OCTpbIX Jielko30B (manee — OJI). [ux
3aboneBaemoctu OJIJI mpuxoautcs Ha Bo3pacTt 3—4 roja, 3aTeM 4acTOTa €ro CHIKaercs, U
BTOPOI OIbEM, XOTS HE CTOJIb CYLIECTBEHHBIN, OTMe4aeTca B Bo3pacte 50—60 ner [1-5,7].

3aboneBaemocts OJIJI y manuMeHTOB NOXKUIIOTO BO3pAacTa HEYKIOHHO BO3pacTaer.
CornacHO JaHHBIM peructpoB, exerognas yactora OJUJI yseamuumBaercs c¢ 0,39 cimyuas Ha
100000 nacenenus B Bo3pacrte 35-39 nert, 10 2,1 coydas Ha 100000 HaceneHus — B Bo3pacte 85
ner. Kpome Ttoro, mpubmusurensHo 30% OJIJI aumarnoctupyroTcs B Bo3pacte 60 ier.
Ounanenspuiickas xpomocoma (Ph) onpenensiercs y 20-30% B3pocneix manuentos B-OJIJI. B
To Bpems kak Ph+ OJIJI cocrapisier y mereid MmeHee 5% BceX CllydaeB, €ro 4acToTa BO3pacraeT
10 40% y B3pOCIBIX.

6.5. Knaccuguxkayusa (no smuonozuu, cmaouam).

B xnaccudukanun BcemupHoil opranuzanuu 3apaBooxpaneHus (mamree — BO3) OJII
paccMaTpUBaIOTCS B pa3zeiie ONMyXoJiei u3 mpeamecTBeHHUKoB T- u B-mumdonuros [3]:

® ;uMdoOnacTHbl neiiko3/mumdpoma u3 B-npenmectBenHukoB (cuHonum: OJLJI

U3 MpeIIecTBeHHUKOB B-ki1eTok);
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Cortelazzo%20S.%20et%20al.%20Lymphoblastic%20lymphoma.%20/%20Crit.%20Rev.%20Oncol.%20Hematol.%202017.%20Vol.%20113.%20P.%20304–317.
Cortelazzo%20S.%20et%20al.%20Lymphoblastic%20lymphoma.%20/%20Crit.%20Rev.%20Oncol.%20Hematol.%202017.%20Vol.%20113.%20P.%20304–317.

® ;uMdoOnacTHbid neiiko3/mumboma u3 T-npemmecTBeHHUKOB (cuHoHuM: OJLJI
U3 MpEIIeCTBEHHUKOB T-KIIEeTOK).
Kanaccudpukanusa octporo 1um¢o06/1acTHOrO Jieiiko3a (Ha OCHOBe MepecMOTPEHHOI

kiaaccupurkamuun BO3 2022, Sth edition) [3]. Alaggio, R., Amador, C., Anagnostopoulos,

I. et al. The 5th edition of the World Health Organization Classification of Haematolymphoid
Tumours: Lymphoid Neoplasms. Leukemia 36. 1720-1748 (2022).
https://doi.org/10.1038/s41375-022-01620-2

HoBooOpa3oBanusi u3 npeanIecTBEHHUKOB B-kieTok

B-xknemounwtii aumepoonacmmutii neiko3 / aumgpoma

B-mumdobmactaeriii neitko3/mumdoma, NOS (6e3 criennpudeckux xapakTepUCTHK,

NOS — not otherwise specified)

B-kneTounsiit 1uMdo0IacTHBIN JIeiKo3 / muMdoMa ¢ TUIIEPIUTLIONTIUCH

B-kneTounsiii tuMQoOIacTHEIN JeiKo3 / tuMdomMa ¢ TUIOTUTUIOUANEH

B-knerounsrnii muMdo0IacTHRIHN K03 / TuMpoMa ¢ BHYTPUXPOMOCOMHOM

amraukamnuei xpomocomsl 21 (1IAMP21)

B-mumdobmactherii neiko3/mumdoma co causianem BCR::ABL1

B-mumdobmactaeriii neitko3/mumdoma ¢ BCR::ABLI1- like npusnakamu

B-nmumdobmacTHeIi seiiko3/mumpoma ¢ pearkupoBkoit KMT2A

B-nmumpobmactablii neiikos/mumdoma co cmmstanem ETV6::RUNX1

B-mumpoo6mactaerii neiikos/mumpoma ¢ ETV6::RUNXI - like mpuznakamu

B-numpobnactuslii neiikos/mumpoma co cnustauem TCF3::PBX1

B-mumdobmactaeriii neiko3/mumdoma co caustauem IGH::1L3

B-mumdobmactaerii neiiko3/mumdoma co caustanem TCF3::HLF

B-numpobnactHbli neiiko3/muMdomMa ¢ IpyrumMu onpeaeieHHbIMU TeHETHYECKUMHU

aHOMaJIUIMU

HoBooOpa3oBanus u3 npeamecTBeHHUKOB T-ki1eTok

T- rumepoonacmmuwtii neitko3 / numgpoma

T-mumdoObnactaerii neiiko3/ mumdoma, NOS (6e3 crienupuiecknx XapakTepUCTHK,

Pannwmii T-mumpo0OIacTHEIN JISHKO3 U3 MPEAIISCTBCHHUKOB / TUMpomMa

3peasbie T-kiaerounsie 1 NK-Ki1eTo4HbIe HOBOOOPAa30BAHUA

3penvie T-knemounvie u NK-xnemounuvie neiikosl

T-npomumdounTapHbIil IEHKO3

T-xpynHOTrpaHyIspHBIA TUMGOIUTAPHBIN JEIK03

NK-kpynHOTrpaHyISpHbIN TUMQOLUTAPHBIHN JIEHKO3
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Alaggio,%20R.,%20Amador,%20C.,%20Anagnostopoulos,%20I. et%20al. The%205th%20edition%20of%20the%20World%20Health%20Organization%20Classification%20of%20Haematolymphoid%20Tumours:%20Lymphoid%20Neoplasms. Leukemia 36,%201720–1748%20(2022).%20https:/doi.org/10.1038/s41375-022-01620-2
Alaggio,%20R.,%20Amador,%20C.,%20Anagnostopoulos,%20I. et%20al. The%205th%20edition%20of%20the%20World%20Health%20Organization%20Classification%20of%20Haematolymphoid%20Tumours:%20Lymphoid%20Neoplasms. Leukemia 36,%201720–1748%20(2022).%20https:/doi.org/10.1038/s41375-022-01620-2
Alaggio,%20R.,%20Amador,%20C.,%20Anagnostopoulos,%20I. et%20al. The%205th%20edition%20of%20the%20World%20Health%20Organization%20Classification%20of%20Haematolymphoid%20Tumours:%20Lymphoid%20Neoplasms. Leukemia 36,%201720–1748%20(2022).%20https:/doi.org/10.1038/s41375-022-01620-2
Alaggio,%20R.,%20Amador,%20C.,%20Anagnostopoulos,%20I. et%20al. The%205th%20edition%20of%20the%20World%20Health%20Organization%20Classification%20of%20Haematolymphoid%20Tumours:%20Lymphoid%20Neoplasms. Leukemia 36,%201720–1748%20(2022).%20https:/doi.org/10.1038/s41375-022-01620-2

T-kieTouHBIH NeiK03/TMM(pOMa B3POCIIBIX

Cunnpom Cezapu

ArpeccuBHblil NK-KII€TOUHBIN J1EMKO3

MouJexyasipHo-reHeTHYecKue rpynnsl pucka B-OJLJI [4-6].

https://www.nccn.org/professionals/physician gls/pdf/all.pdf

BbrnaronpustHbIi

pHCK

lMunepaummonnus (51-65 xpomocom) Ciydau ¢
Tpucomuei xpomocoM 4, 10 u 17, umerot Haubosee
ONaronpusATHBINA MPOTHO3

t(12; 21) (p13; q22): ETV6-RUNX 1

Bricokuii puck

IMunomutonaus (<44 XxpoMocom)

KMT2A peamxuposka (t[4;11] unu npyrue)

t(v; 14q32)/ IgH

t(9; 22) (q34; q11.2): BCR-ABL1 (onpenensiercst kak
BbIcOKH# puck 10 UTK)

CrnosxHblil kapuotuil (5 1 60J€e XPOMOCOMHBIX aHOMAJIHI)

BCR-ABLI1-like (Ph-like)

JAK-STAT (CRLF2r, EPORr, JAK1/2/3r, TYK2r,
mytauuu SH2B3, IL7R, JAK1/2/3)

ABL kiacc (peamxupoku ABL1, ABL2, PDGFRA,
PDGFRB, FGFR)

Hpyrue (NTRKr, FLT3r, LYNr, PTL2Br)

BryTtpuxpoMocoMHas aMIuin@uKaims XpoMocoMsl 2 1
(1AMP21)

t (17; 19): cnusiuue TCF3-HLF

Anbrepanuu IKZF1

Kpurepuu Bbicokoro pucka [7] _Rowe J.M. Prognostic factors in adult acute

Ilymphoblastic leukaemia. // Br. J. Haematol. 2010. Vol. 150, Ne 4. P. 389-405.:

1) Jleiikouuros 6omaee 30 x10° /n aust B-OJIJT 1 100 x10° /i st T-OJIJ1.

2) >5 XpOoMOCOMHBIX abepparuii.

3) lNunopurmonaus (MeHee 46 XpoMoOCoM).

4) BCR::ABL1+/MLL+/PBX-E2A+/Ph-like/IKZF 1del/ETP/unmutated NOTCHI.

5) Ummynopenorunmaeckue Bapuantsl B-1, T-1, T-IV.
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6) OJUI ¢ t(9;22) unu nonoxxkutenbhblii red BCR::ABL1, t(4;11) /MLL - paccmarpuBaTh
BO3MOKHOCTbH BbInosiHeHUs aiio- TT'CK.

7) MOB - npy 0GHapy»KEHUH € YyBCTBUTENLHOCTRIO MeTozia 10 (mocie unayKyy;

cpoku omnpezaenenrss MOB moJbKHBI ONpeessIThCsl UCIOJIb3YEMOM CXEMOH ).

12) Heiiponeiiko3 B neOroTe.

13) Ioxxuioit Bo3pacT — >60 et - BEICOKUH pHCK, oT 30 110 59 JIeT - CpeTHUiA PUCK.

HNmmynonoruyeckas kinaccupurkauusa OJ1JI

KiroueBbie mapkepst it quarnoctuku OJIJI u3 npeamecTBeHHUKOB B-nmumponiuTos:

CD19+ u CD79a+ w/unu cyCD22+

CD 10— OJIJI u3 npo-B-nmumdpobnactos (B-I)

CD10+ cylg- Common- OJUJI (B-1I)

cylg+ slg— OJUI u3 npe-B-nmumdpoobiractos (B-11T)

slg+ OJIJI u3 3pensix B-mumdoruros (B-1V)
Kirouessie Mmapkeps! mist OJIJI u3 npeamectBeHHukoB T-mumdorutos: cyCD3+ u CD7+

cyCD3+ CD7 Tosbko OJIJI u3 npo-T-mumpobnactos (T-I)

CD2+ w/unmu CD5+ OJIJI u3 npe-T-nmumdobaactos (T-1I)

CDla+ OJUI u3 xoprukanbubix T-mumdpobiactos (T-111)

sCD3+ CDla- OJUI u3 3penbix T-mamdoruros (T-1V)

sCD3+ antu-TCR o/p+ o/B+ T-xnerounsiit OJIJI (rpynma a)

sCD3+anti-TCR v/6+ v/6+ T-knetounsiit OJUI (rpynna b)

OcHoBHbIe TeHeTHYecKUe aHoMaun npu OJLJI

OJJ1 AHoMAJINA BoBJjieueHHbI Yacrora Meton
€ TeHbI NeTeKInu
B- t(9;22)(q34;q11) BCR ABL B3spocnsie: 30 % OT-IILP
KJIETOUHBIN Hetu: 3 %
t(12;21)(p33;922) TEL AMLI1 B3spocasie: <1 % OT-IILP
Hetu: 20 %
t(4;11)(q21;923) MLL AF4 B3spocnsie: 5 % OT-IILP

Jetn mnasiiero

Bo3pacta: 60 %

t(1;19)(q23;p33) E2APBX1 |5 % OT-TILIP

£(8;14)(q24:q32) cMYCIgH | 1% FISH
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t(17;19)(q22;p33) E2A HLF <1 % OT-IILP
t(11;19)(q23;p33) MLL ENL <1 % OT-IILP
Myrauuu 10 % CekBeHHPOB
JAK1/2/3 aHue
T- t(10;14)(q24;q11) HOXI11 B3spocunsie: 31 % OT-IILP
kierounbrid | t(7;10)(q34;q24) TCRo/B Hetu: 7 %
HOX11
TCRP
t(5;14)(q35;932) HOX11L2 B3spocnsie: 13 % OT-IILIP,
TCRo/B Heru: 20 % FISH
t(1;14)(p32;q11) TALI TCRo/B | 1-3 % OT-IILP
Hopwmanbhsrii 1p32 SIL TALI 9-30 % OT-IILP
inv(7)(pl5q34), I'enst HOXA | 5% FISH, OT-
t(7;7) TCRP [P
t(10;11)(p33;q14- CALM AF10 | 10% FISH
21)
t(9;9)(q34;q34) NUP214 6 % FISH
ABLI1
t(9;14)(q34;q34) EML1 ABL1 |<1% FISH
Mytauuu NOTCH 1 | NOTCHI 50 % CekBeHupo-
BaHUC
Mytanuu JAK1 JAK1 18 % CexBeHupo-
BaHUE

3. MeaumuHcKasi peaduInTamnusi, MeIUIUHCKHE MOKA3aHUsI U TPOTHBONOKA3aHUA K

NMPUMEHEeHHI0 METOI0B PeadHIuTALMHI:

Cneyuanvuvix memooog peadbunumayuu npu OJL/I ne cywecmeyem.

PeKOMeH)IyeTCH NnanyueHTaM IpoOBCACHUC p€a6I/IJII/ITaIII/II/I P BOSBHUKHOBCHUH

OCJIOJKHEHUH 1OCJIIe 3aBCPIICHUA ITPOI'paMMBbI TCpaIlun OJllI B paMKax COOTBCTCTBYIOIIIHUX

Ho3onoruii [6,7]. Geludkova O. et al. Quality of life in children with acute lymphoblastic
leukemia (ALL) in remission // Med. Pediatr. Oncol. 2001. Vol. 37, Ne 3. P. Abstract p168.

YpoBeHnb yoenutenbHocTu pekoMmenaanu —C (YpoBeHb I0CTOBEPHOCTH

JA0KAa3aTeJIbCTB — 5).

KomMmeHnTapuu: nocne okonuanus ieyeHus pekomenoyemcs eecmu 300poguitl 00pas

IAHCU3HU, UCKTTIOYUMb UHCOJIAUUIO U qbu3u0mepanegmuqecxue npouedypbl.
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Geludkova%20O.%20et%20al.%20Quality%20of%20life%20in%20children%20with%20acute%20lymphoblastic%20leukemia%20(ALL)%20in%20remission%20/%20Med.%20Pediatr.%20Oncol.%202001.%20Vol.%2037,%20№%203.%20P.%20Abstract%20p168.

4.IIpodunakTUKa U JUCIIAHCEPHOE HADJIIOIeHHe, MeTUIIHHCKHE TTOKA3aHUS U
NMPOTHBONMOKA3aHHS K MPUMEHEHHI0 MeTO/10B NMPOPUIAKTUKH

Ipopunaxmuxu soznuxnosenus OJIJI ne cywecmasyem.

Pexomenayercsi mocne okoH4YaHWsi mnporpammbl  Tepanuu  OJIJI  BBITONHATH
uccnenoanre OAK kaxaplii Mecsill B Teue€HUE MEepBBIX 2 JIET U 3aTeM | pa3 B 2—-3 Mecsua a0 5

JET OT Hayaja JICUCHHUsS C IEJbI0 PAHHETO BBIABJICHHS penuauBa 3adoneBanus [1,2,4,5].

https://www.leukemia-net.org/leukemias/all/standards _and_sop/e9508/infoboxContent9510/

all-contents.pdf

YpoBenb yoeaureabHOCTH pekoMeHAauNi—C(ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJabCTB — 5).

o Pexomennayertcst nocne okonyanus nporpammsl Tepanuu OJIJI B Teuenue
nepBoro roja BeinoyHATh, NyHKIMU KM 1 pa3 B 3 mec, nanee — 1 pa3 B 6 mec B TeueHue
2-ro roja, nanee — 1 pa3 B rox A0 5 J€T HaONIOACHUS C LEJIbI0 TUHAMHUYECKOIO
HaOmoneHus [1,2,4,5].

YpoBenb yoeaureabHOCTH pekoMeHAauni—C(ypoBeHb 10CTOBEPHOCTH
JI0Ka3aTebCTB — 5).

Kommenrtapuu: guennanosoe uccredosanue KM nokasano npu evisenenuu 1o00wix
usmeHenull cemozcpammol. bonvuwuncmao peyuougos npoucxoosam 6 meuerue 1-5 1em nocie
OKOHYAHUS mepanuu.

5. Opranu3zanoHHbIe aCIEeKThI POTOKOJIA:

5.1. Yka3aHue Ha OTCYTCTBUE KOH(IJIUKTA HHTEPECOB: HET.

5.3 Mexanusm oOHoBienus KU npegycmaTpuBaeT ux cuCTeMaTHIECKYIO
aKTyaJlM3aluio — He pexxe yeM 1 pa3 B 3 rofa Uiy npu NOsIBJICHUH HOBOW MHGOpPMAIUU O
TaKTUKE BEJICHHs MMAIUCHTOB C JaHHBIM 3a00JeBanneM. Pemenne 06 0OHOBICHUU PUHUMAET
M3 PVY3 Ha ocHOBE TIPEAIOKEHUH, MPEICTABICHHBIX METUIIMHCKUMU HEKOMMEPUYECKUMH
npodeccuoHanbHpIMU Opranu3anusiMu. ChopMUpPOBaHHbIE PEATIOKEHUS JODKHBI YUUTHIBATh
pe3yNbTaThl KOMIUIEKCHOM OIICHKH JIEKAPCTBEHHBIX MPENapaToB, MEAULIMHCKUX U3CIUH, a
TaKXe Pe3y/IbTaThl KIMHUYECKON arnpoOaIiyH.
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Ocnoenasn yacme.

6.6. Tepmunwvt u onpeoenenusn

Octpble JaumdoOaacTHBIe JelKO03bl — 3TO TIeTepOoreHHas Trpynna KJIOHAJIbHbIX
3a00JIeBaHUN CHUCTEMBl KPOBM, BO3HUKAIOIIMX BCleAcTBUE MyTanuu B T- win B-xnerkax
MPEeIIIeCTBEHHUIIAX.

Ph-HeratuBHble ocTpble JUM(OOIACTHBIE JIEHKO3bI — ATO TpyNma, 00bEAUHSIONIAS
HECKOJIBKO TOJTHUIIOB OCTPHIX JTUM(OOIACTHBIX JIGHKO30B, MPHU KOTOPBIX HE OOHAPYKHBAETCS
dunanensduiickas xpomocoma (Ph-t(9;22)). B Hee BritodeHb! Bce B-kiietounsie u T-kieToyHbIE
ocTpble JIMMGOOIACTHBIC JIEHKO3bI U TUM(OOITACTHBIC TUM(OMBI.

Ph-no3utuBHbIil  ocTpblii  JUMGOOJACTHBIN JIeiiK03 — 53TO BapUaHT OCTPOIo
muM@oOIacTHOTO  JIeHKOo3a, MpH KOTOPOM METOAOM CTaHJApPTHOTO ITUTOT€HETHYECKOTO
uccnenoBanus (G-banding) nim meronom FISH onpenensiercst Tpancnokanus t (9;22). Jlnaraos
Ph-no3utuBHOTO 0CcTpOoro mumMdoOIaCTHOrO JIeHKO3a HE MOKET OBITh OCHOBAH TOJIBKO HA METOJIE
MOJICKYJISIPHOM JETEKIIMU XUMEPHOT'0 TPAHCKPHUIITA.

Huroreneruveckoe wiau FISH (Meroa d¢uiyopecuenTHol rudpuam3zanuu in situ)
UCCIIEIOBaHMS SIBIISIFOTCSL  00s3aTelNbHBIMU. MeETOAOM IOJIMMEPAa3sHOW LEMHOM peakuuu
OTpefieNiIeTCs BapUaHT XUMEPHOIO0 TPAHCKPUIITA, KOTOPBI B JaJbHEUIIEM HCIONb3YeTCs s
MOHHMTOPHUHIa MUHUMAJIbHOM OCTaTOYHOM OOJIE3HHU.

IlosiHast peMuccHsi — 3TO COCTOSIHUE KPOBETBOPHOM TKaHHW, IPU KOTOPOM B ITyHKTaTe
KOCTHOIO Mo3ra oOHapyxuBaeTcsi 5% U MeHee OJIaCTHBIX KJIETOK IpU HOPMalbHOM
COOTHOIIEHUH BCEX POCTKOB KPOBETBOPEHUS, PU KOJIUYECTBE HEUTPOPUIOB B iepudepuieckoi
kpoBu Gonee 1,0 x 10°/1, npu KomuuecTBe TpoMOOLUTOB Gosee mnu pasaoM 100 x 10%m, nmpu
OTCYTCTBHUM  OJKCTpaMEAyJUIIpHBIX  O4yaroB  Jelkemuueckoro  pocra.  Koncraranus
MOpP(HOJIOTHYECKA  TIOJIHOM  peMHUCCHHM  (COOTBETCTBEHHO,  OIICHKA  PE3WCTCHTHOCTH)
OCYIIECTBIIsIETCS JINOO Tocie nepBoil pa3pl MHAYKIMOHHOW Tepanuu, 1nbo nmocne BTopoi. [lpu
OTCYTCTBHM TIOJTHOW PEMHUCCHHM TIOCTE 3aBEpIICHUS JBYX O3TaloOB HHIYKIIMOHHON Tepanuu
peructpupyercst pedpakrepras ¢opma octporo auMGoOIaCTHOTO JeiKko3a. B 3Tol cBs3m
HEOOXOIMMO TMOMYEPKHYTh, YTO y psAda IAlUEHTOB TIOCIE 3aBEpIICHHUS BTOPOH (a3bl
WHAYKIIMOHHOW Tepanmuu Ha ()OHE BOCCTAHOBICHHUS KPOBETBOPEHHS MOCJE IIUTOCTATHYECKOTO
BO3/ICIICTBUSL B paHHUE CPOKU IOCJIE €ro 3aBEpIICHUsS MOXKET OIPEAENSAThCS yBEIUYCHHBIN
poIeHT OylacTHBIX KIIeTOK (10 10—12 %). B aTom citydae (0COOECHHO €clii MMOJTHAS PEMHUCCHUS
OblT1a 3aUKCHpOBaHA TOCHE TepBOM (a3bl MHIYKIIMOHHOW Teparvu) depe3 Hemenro Ha QoHe
BOCCTAHOBJICHHOTO KPOBETBOPEHHMsSI 11€7ecO00pa3HO BBINOJHUTH IMOBTOPHYIO CTEPHAIBHYIO

ITYHKIHUIO.
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[Tonnas pemwuccus moapaslensercs Ha TPU OCHOBHBIX THMA: 1) HUTOreHeTHUYecKas, 2)
MOJIEKYJISIpHAsi, 3) C HETOJIHBIM BOCCTAHOBIIEHUEM IOKa3aTesell nepudepruyeckoil KpoBH, Koraa
yucio Hekirpoduios menee 1 x 10%11, a pomGormroB menee 10 x 10%/1. ITocnenuss KaTeropus
OrOBapUBAETCS CIIELUAJIBHO, IOCKOJIbKY, MO pSAAYy JaHHBIX, IPOrHO3 y TaKuUX NAIMEHTOB
HECKOJIbKO Xyke. [Ipu 3ToM 3KCHepThl HE PEKOMEHIYIOT KOHCTAaTHpPOBATh y TaKUX MAI[EHTOB
MOJIHYIO peMHuccHuio. TeM He MeHee BHE KIIMHUYECKHUX MCCIeOBaHMi 3Ty (OpMyIHPOBKY OTBETa
IPUMEHSIOT PEAKO.

YacruyHasg peMuccusi (YaCTHYHBIA OTBET) — OJTOT TEPMUH PEKOMEHAYIOT
UCIIONIB30BAaTh TOJNBKO B  KIMHUYeCKuX uccienoBanusix [-II  ¢as3pl, oneHuBarommx
MPOTUBOOITYXO0JIEBYIO 3(h()EKTUBHOCTh, TOKCUYHOCTH, MEPEHOCHMMOCTh HOBBIX MPENapaToB U
OIPEAEIAIONIMX ONTUMAJIbHBIE 103bI 3TUX MIPENApaTOB.

Pe3ucrentHas ¢opma — sta dopma 3aboneBaHHSA, KOTOpas KOHCTATUPYETCS NpU
OTCYTCTBHH IOJIHON PEMUCCHUH TOCIE 3aBepILICHUS IBYX (pa3 MHAYKIIMOHHON Tepanuu.

Panusisi cMepTh — 3TO CMEpTh MAIlMEHTa B MEPUOJl UHAYKIIMOHHON Tepanuu (IByX (a3
WHIYKIUH JJIs1 OCTPBIX JTUM(OOIACTHBIX JIeiK030B). CieayeT moI4epKHyTh, YTO ATOT KPUTEPUI
SBIISIETCS 0000IAIOIINUM U1l TOHATHUSI THOENIN MAIeHTa B Mpolecce WHAYKIIMOHHOW Teparuu.
Yamie MCHoONb3yIOT TEPMUH «CMEpPTh B MEPHUOJ HUHAYKIHHU», YTO OOJiee YETKO OTpakaeT
CUTYallMI0, TOCKOJBbKY B psiie CllydaeB CMEpTh MAI[MeHTa NPOUCXOIUT Ha BTOpOH asze
MHAYKIIMOHHOW TEepanuy, IpU 3TOM y HHUX OblIa 3aperucTpupOBaHa IOJIHAS PEMUCCHUS IOCIIe
nepBoit (pa3pl MHAYKIMOHHON Tepanuu. B 3THX ciydasix cMepTh pacCMaTpPHBAIOT KaK CMEPTh B
KOHCOJIUAAIMU UJIH CMEPTh MOCJIE JOCTUKEHUS MTOTHON PEMUCCHUHU.

PeuuauB — 3TO COCTOSIHME KOHCTaTHPYETCS NMPU OOHAPYKEHHH B IYHKTAaTe€ KOCTHOTO
mo3ra Oonee 5 % OmacTHBIX KiIeTOK. PenuanB 3a0oieBaHusi HE KOHCTAaTHPYETCS IMPH
OOHapy)KEHUH B OUYEPETHOM KOHTPOJBHOM ITyHKTaTe KOCTHOro Mo3ra Ooinee 5 % OIacTHBIX
KIeTok, Ho MeHee 10 %, B Tex ciydyasx, KOrja IMyHKIHMS KOCTHOTO MO3Ta MpPOM3BOAMUTCA B
paHHHE CPOKH IOCJIe Kypca XUMHOTEPAlUU WU HCIOJIb30BAJIUCh POCTOBBIE T€MOMOATHUECKUE
(akTopbl C LEIbI0 COKpAIllEHUs MEepUOo/Ja HEWTPOIIEHUH, NIPU ITOM aHAJIU3 NepudepuuecKoi
KpPOBHM HOPMAaJIbHBIM U OTCYTCTBYIOT 3KCTpaMeAyJUIIpHbIE ITopaxeHus. Btopas nuarnoctuyeckas
OYHKIUS ocymiecTBisercss uepe3 7—10 nuHelt mocne mepBoil. Ecnu coxpaHsieTcss MpOLIEHT
OJIaCTHBIX KJIETOK BBIIIE 5 WM OTMEUYaeTCs MX yBeiaudeHue (Hampumep, ¢ 7 go 13 %), to
KOHCTaTUPYETCs PELUJIUB.

Panuuii penmaumB — sta ¢opmMa peuuAMBa HA3BIBACTCSI B TOM Ciydae, €CIIM OH
pETUCTPHUpPYETCS paHbllle, YeM 4Yepe3 MoJroJa OT MOMEHTa OKOHYAHUS MOJJEp)KUBAIOIIECH
Tepanuy WU Ha Tepamnuy IOocie JOCTUXKEeHHs peMuccuu. [1o3qHuM cuuTaeTcsl TOT peluuB,

KOTOpBI BO3HMKAaeT dyepe3 Moirojga u Oosiee OT OKOHYAHUS MOJAJEP’KUBAIOLIEH Tepanuu.
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PeruinBoM Taxoke SBISETCS M BHEKOCTHOMO3IOBOE MOpaxkeHHe (Helpoieikemus, mopaxeHue
SAWYEK, YBEJIIMUECHUE CEJIC3€HKU U T. J1.) JJaKe MPU OTCYTCTBUU M3MEHEHUI B KPOBU U KOCTHOM
Mo3re. BHEKOCTHOMO3TOBBIE PEUINBHI (OCOOCHHO MOPAKEHHUE [IEHTPAIbHOW HEPBHOM CHCTEMBI)
IIPU UCHOJIb30BAaHUU COBPEMEHHBIX IPOTOKOJIOB JICUEHUSI BCTPEUAIOTCSI MPUOIU3UTENIBHO B 4—
8 % ciyuaeB. Ecnu KOHCTaTUPOBaH M30JIMPOBAHHBI BHEKOCTHOMO3TOBOW PELUAUB, TO, KPOME
JIOKAJbHOM Tepanuu (JeyeHue HeHposieHkeMuu, oOdydeHHe/ylaleHue Su4YKa, yJaaleHue
JeKEeMUYecKOoro odyara B SUYHMKE M T. [.), OOS3aTEIbHO MPOBEJACHUE U CHCTEMHOM
MHIYKIIMOHHOM Tepanuu Mo MpoToKoJIaM, IPeyCMOTPEHHBIM ISl TAKUX PELIUIUBOB.

MuHuMaJbHAsA OCTaTOYHasi 00/1€3Hb, HJIM MUHUMAJbHASA pe3uayajbHas 00J1e3Hb —
9TO HeOOJIbIasi MOMYJISAIMS OMyXOJIEBBIX KJIETOK, KOTOpass HEe MOXET ObITh 3auKcHpoBaHa ¢
IIOMOIIbI0 CBETOBOTO MHKPOCKONA, HO OOHapyXuBaeTcs Oojee TOHKUMH METOJlaMu
WCCIIEIOBAHMS, BRIABISIOMMME | NelikeMuueckyro kietky Ha 1046 uccnemyempix. OCHOBHBIME
METOJaMHU JAETEeKIMH MUHHUMAJIbHOM OCTaTOYHOW OOJIE3HM SBISIOTCS MPOTOYHAs] LIUTOMETPUS U
noJuMepasHasl LernHas peakius. MeToabl CTaHJapTHOIO LMTOT€HETUYECKOI0 HUCCIIE0BAaHUS U
metox FISH He ucmonb3yroTcs B HessiX OlleHKH MHHUMAJIBHOW OCTaTOYHOM 00JIe3HH.

IluToreneruyeckasi peMHCCHsl — 3TO IOJIHAs KJIMHUKO-T€MAaTOJIOTUYECKasi PEMUCCHUS,
OpU 3TOM METOJAaMH CTaHAAPTHOM LIUTOTCHETUKU HE BBIABISIIOTCA HCXOJAHbBIE AaHOMAIUU
KapHOTHIIA; KapUOTUI JIOJDKEH OBITh HOPMA@JIbHBIM, a YUCIIO MPOAHAJIM3UPOBAHHBIX MeTada3
JOJDKHO cocTaBisiTh He MeHee 20. LluTorenermueckas peMuUCCHSI — HOBOE IIOHSTHE,
NOSIBUBIIEECS NPU PETYJISIPHOM MCIIONB30BAHUM METOJOB LIUTOTEHETUKU JUIsl HCCIEAOBaHUMN
IYHKTAaTOB KOCTHOTO MO3I'a B IEPUO/I MOJIHOM PEMUCCHH.

LlnToreHeTuyeckmii peuMB — 3TO PELUNB, KOTOPbII KOHCTAaTUPYETCA NPU HAJUYUU
B IIYHKTaT€ KOCTHOI'O MO3ra MUTO30B C XpPOMOCOMHBIMU a0eppanusiMu, KOTOpble O0OHAPYKEHBI B
nebroTe 3a00s1eBaHus Ha (POHE COXPAHSIIONICHCS KIIMHUKO-TEMAaTOJIOTUYECKON PEMHUCCHH.

MousekyasipHasi peMHCCHSI — 3TO IOJIHAsl KJIMHHKO-TeMaTOJIOrMyecKasi peMHCCUsl Ipu
OTCYTCTBUM B KOCTHOM MO3I€ HMCXOJHO OINpPEAEISBIIUXCS METOJOM IOJIMMEPA3HOM LenmHON
PEAKIMK MOJIEKYJIAPHBIX MapKepOB OCTPOro JIEHKO3a ¢ YyBCTBHTEIBHOCTBIO MeToga 10, Dto
TaK)K€ HOBOE MOHSTHE, CTaBIIEE B HACTOsAIIEE BpeMs KiltoueBbIM. ClielyeT OTMETUTD, YTO MOKET
OBbITh IOCTUTHYTA LIUTOTEHETUYECKAs PEMHCCHUs, HO MPH 3TOM MOJIEKYJIIPHbIE MapKepbl MOTYT
elLe OIpeeIAThCS.

MoJiekyJsIpHbI pelUAUB — 3TO MOSABJIEHUE UCXOIHO ONPEIEISIBIINXCS MOJIEKYIISIPHBIX
MapKepoB OCTpPbIX JIEHKO30B B JBYX IIOBTOPHBIX aHaiau3ax (MPOBEAEHHBIX C KOPOTKUM
UHTEPBAJIOM BpEMEHH) Ha (OHE COXpaHSIOIIEHCS KIMHUKO-TeéMaTOJOIMUECKOW PEMHUCCHH.
BaxHbIM M OJHHUM M3 CaMbIX TOYHBIX CHOCOOOB OLEHKH 3()P(PEKTHBHOCTH TepamuH OCTPBIX

JICIKO30B  SIBJISIOTCS MNPUMCHCHUEC CTAaTUCTUYCCKHUX MCETOJAOB W IIOCTPOCHHUEC KPHBBIX
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BBDKMBAEMOCTH IIallUEHTOB, KOTOPBIM NPOBOAWIM TO WM HHOE JedeHHe. Yame Bcero
OLIEHUBAIOT O00IIyl0, Oe3peluInBHYI0, OECCOOBITUIHYIO BBDKMBAEMOCTh M  BEpPOSTHOCTb
COXpaHEeHHS MOJTHON peMHUCCHU (M 00paTHOE MOHATHE — BEPOSITHOCTD Pa3BUTHS PELIUINBA).

OO0mas BbIKHBaeMOCThb. J[J1s1 OlleHKH O011el BBKUBAEMOCTH aHAIU3UPYIOT BpEMEHHbBIE
napaMeTpsl BCceX MALMEHTOB, BKIKOYEHHBIX B HccienoBaHue. Todkoi oTcuera SIBISETCS JIEHb
Hauyana Tepanuy. CoObITHEM CUMTAETCs TOJBKO CMEPTh HalMeHTa OT J000i MpUUYMHbI (paHHsSA
JETaTbHOCTh, CMEPTh B NEPUOJ PEMUCCHH OT JIIOOOW MPUYUHBI, CMEPTh B MEPHOM PELUINBA).
CoObITHe Ha KpUBOHM BBDKHBAEMOCTH TpadHUuecKd OTOOpa)kaeTcsi CTYNEHBKOW, HIIyIIeH BHMH3.
[TanueHTOB, *KMBBIX BO BPEMS IPOBEACHMS aHAIN3a, PACLICHUBAIOT KaK ClIy4yall U OTMEYarT Ha
KPUBOM uepTOuYKoil, T. e. ueH3ypupyroT. IlanmeHnToB, cyab0a KOTOpPBIX HEU3BECTHA,
LEH3YpUPYIOT B TOT MOMEHT, KOTrjja ObLIO U3BECTHO, YTO OHU KUBBI. BOIBbHBIX, OTKA3aBIINXCS OT
JICYECHMS, LICH3YPUPYIOT B IEHb OTKAa3a OT TEPaIuu.

Be3penunuBHasi BbIKHBaeMocTb. [Ipu oneHke Oe3peluIMBHON BBIKMBAEMOCTU
YUUTBIBAIOT JaHHbIE TOJBKO TE€X NAllMEHTOB, Y KOTOPBIX OblIa JOCTUTHYTA IOJIHAS PEMHUCCHSL.
Toukoli OTCueTa cUMTaeTCs JaTa JOCTIDKEHUS MONHOW pemuccuu. COOBITHAMU CUUTAIOTCS
peuUaAMB WIM CMEPThH OT JII00O0M MpUYUHBI (B NEPUOJ KOHCOJIUAALNUU WU IMOJAJIEPKUBAIOIIETO
JeYeHMsl, OT pPEUUAMBA, B IEPHOJ PEMHUCCUU OT JPYrol NPUUYUHBI, HAIPUMEp, CYUIU]A).
LleH3ypHpyIOT TOJBKO TE€X MALUEHTOB, KOTOPbIE ObLIM KUBbI U HAXOIWJINCH B IIOJHON peMUCCUU
B MOMEHT IPOBEJIECHUs aHau3a. BOJIbHBIX, Cy/b0a KOTOPHIX HEM3BECTHA, LIEH3YPUPYIOT B TOT
MOMEHT, KOT/ia ObLI0O M3BECTHO, YTO OHU JKUBBI B MOJHON pemuccuH. llanneHToB, y KOTOPBIX
ObuIa JOCTUTHYTA MOJIHAS PEMUCCHS, HO OHU OTKA3aJIUCh OT JICYEHUS B PEMUCCUH, LICH3YPUPYIOT
B JICHb OTKa3a OT TE€PaIHH.

BepositHOCTH cOXpaHeHUs NIOJIHOH peMuccHH (00paTHOe OT BepOSITHOCTH PA3BHTHSA
peunauBa). IIpu oneHKe BEpOATHOCTH COXPAHEHUS IOJIHOM PEMHUCCHM YYMTBIBAKOTCS JAAHHBIC
TOJIBKO T€X MAalMEeHTOB, Y KOTOPBIX JOCTUTHYyTa IOJIHAs pemuccus. IIpn sTom Toukoi orcuera
CIIy’)KUT JaTa JOCTHXEHMsS MOoJHOW peMuccuu. COObITHEM CUMTAeTCsd TOJBKO PpELUIUB
3aboneBanus. lleH3ypupyror Bcex OONBHBIX, KTO HB B TOJHOM PEMUCCHU B MOMEHT
MpoBeJIcHUS aHanu3a. llanMeHTel, ymepmime B MEPHOJ NOJHOW PEMUCCHM OT OCIJIOXKHEHHI,
CBSI3aHHBIX C JICUYCHHEM, WIN OT APYrUX MPHUYUH, LEH3YPUPYIOT B JI€Hb CMEPTH, KaK OOJIbHBIX,
HaXOJMBUIMXCS B MOJHOM pemuccuu. IlanuenToB, cyapba KOTOPBIX HEU3BECTHA, LIEH3YPUPYIOT
Ha TOT MOMEHT, Korja ObUIO M3BECTHO, YTO OHM JKMBBI B INOJHON pemuccuu. [lanueHTos, y
KOTOpBIX ObLIa JIOCTUTHYTa IOJIHAs PEMHUCCHS M KOTOpbIE OTKA3aJUCh OT JICUEHHUS B MEPUOJ
PEMHCCHH, LIEH3YPUPYIOT B JIEHb OTKa3a OT Tepanuu. BepoATHOCTb COXpaHEHMs IOJIHOU

pPEMUCCHU  ABJIICTCA TCM  IIOKA3aTCIICM, KOTOpBIfI MO3BOJIICT OHCHUBATH HUCTUHHYHO
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IPOTUBOOITYXO0JIEBYIO PPEKTUBHOCTh KaKOH-TMO0 Tepanmuu 0e3 ydeTra TakuX CyOBEKTHBHBIX
MOMEHTOB, KaK BBIX2)KUBAHUE MALIUEHTOB OT OCJIOKHEHUH, CBSI3aHHBIX C CAMUM JICUEHUEM.

BeccoObiTHiiHAsE BBIZKMBAeMOCTb. JTOT I0KAa3aTellb OLIEHWBAET BBIKMBAEMOCTb BCEX
OOJIBHBIX, BKIIOYCHHBIX B aHAJHM3, C MOMEHTa Hadana Tepanud. COOBITHEM CUMTAETCSl PaHHSSA
JEeTanbHOCTh, (PAKT HEAOCTHKEHMs IOJIHON PEeMHMCCHH 4epe3 JiBa Mecslla OT Hayajia JIeueHUs,
CMEPTh B IMEPUOJ PEMHUCCHUM OT OCIOKHEHUH XUMHOTEpAlMM WIH IPYrUX IPHUYUH, a TaKKe
peuuaus 3aboneBaHus. LleH3ypUpylOT TOJBKO MAalUEHTOB, Y KOTOPHIX OblIa JOCTUTHYTA MOJIHAS
peMuccHs B TeUEHHE MEPBbIX JIBYX KypCOB XMMHOTEPANUU, U OHU OCTAIOTCS JKUBBIMHU, COXPAHSS
MIOJIHYIO PEMUCCHIO, HA MOMEHT IPOBE/ICHUS aHAJIN3A.

Nupykuusi — 53TO 1NEpUoj  HAYaJIbHOTO JIEYEHMS, LEIbI0 KOTOPOTO SBISIETCA
MaKCHUMaJbHO OBICTPOE W CYIIECTBEHHOE COKpAIEHHE OITyXOJIEBOM MacChl M JIOCTHIKCHHE
IIOJIHOM PEMHUCCUM, HA3bIBAETCS MEPUOJOM HMHAYKUUHU (00bruHO 1-2 Kypca). IMeHHO B 3TOT
nepuoJ Ha (poHE MPUMEHEHMSI IUTOCTATHUECKUX CPEJICTB KOJIMYECTBO JIEHKEMUUECKUX KIIETOK B
KOCTHOM MoO3re yMmeHblnaercs npuMmepHo B 100 pa3, T. €. B MOMEHT KOHCTaTaluu IOJHOU
pEMHCCHU B KOCTHOM MO3Te MOP(OJIIOTHYECKH OTIpeeNsieTcsi MeHee 5 % OmyXOJeBhIX KIETOK.

Koncommaauus. Bropoii sTan Tepanuu OCTPhIX JIEMKO30B — 3aKPEIVIEHUE JOCTUTHYTOIO
IPOTUBOOITYX0JIeBOr0 3(PdekTa (pa3Hoe KOJIMUYECTBO, B 3aBUCUMOCTH OT MPOTOKOJA). 3anadent
3TOrO MEpHoAa SBJISETCA MO BO3MOXKHOCTU elle OoJiblliee YMEHbIICHHE YHCIIAa OCTAIOIIUXCS
1ocjie MHAYKIUHU JIEHKEMUUECKUX KIIETOK.

IHopnep:xxuBaromee jJedyeHHe — 3TO MPOJOJDKEHHE LUTOCTaTUYECKOIO BO3JCHCTBUS B
MEHBIINX J103aX, YEM B NEPHOJ MHIYKIUU PEMHUCCUM, HA BO3MOYKHO OCTAIOIIMNCS OIyXOJIEBBIN
KJIOH.

[MannmaTuBHasi Tepamusi - 3TO pa3/ieldl MEAMULMHBIL, 33JadyaMu KOTOpOTO SBIISIETCA
WCIIOJIb30BAaHUE METOJOB U JOCTHKCHHMM COBPEMEHHOM MEAMIIMHCKON HAyKW I NPOBEICHUS
Je4eOHBIX MPOLEAYp M MAaHUMYISIIMNA, NMPU3BAHHBIX OOJIEMYUTh COCTOSIHME OOJIBHOTO, KOTAa
BO3MOYKHOCTH PAJUKAIBHOIO JEUCHHs YK€ HcueplaHbl ([aJJIMaTUBHBIE ONEPaLUu 10 MOBOILY
HeomnepadenpHOro  paka, o00e3001MBaHue, KyNHpPOBAHWE TATOCTHRIX cuMnToMoB). BO3
orpeneNsieT NaJUTMaTUBHYIO MMOMOIIb KaK MPeI0TBpPaIeHNE U 00JIeTYeHHEe CTPadaHui B3POCIHbIX,
JeTell U UX ceMei, CTalKUBarIuXci ¢ MpoOjieMaMU, CBA3aHHBIMU C OMACHBIMHU IS KU3HU
3a00J1eBaHUAMH, KOTOPBIE BKJIIOYAIOT (PU3NUECKUE, TICUXO0JI0IMYECKHE, COLIMaIbHbIE U TyXOBHbIE
CTpaJaHus MMallMEHTOB U YWIEHOB UX ceMeEN.

6.7. Onpeodenenue 3ab601e6anusn:

Octpbie aum@podaacTHbie Jeiko3bl (ajsee — OJIJI) — 310 rereporeHHas rpyimna
3JI0KQYECTBEHHBIX KJIOHAJIBHBIX 3a00JIEBaHUN CUCTEMBl KPOBH, HNPOUCXOASIIUX M3 KIETOK-

MMpeACCTBCHHUI] reéMoI1093a NpEeUMyHICCTBECHHO JIHM(i)OHZ[HOI;'I HaImmpaBJICHHOCTHU
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i depeHINPOBKH M XapaKTePU3YIOIIMECS Yalle BCEro HCXOJHBIM IOPAXEHUEM KOCTHOTO
Mmosra (nanee — KM), BeITeCHEeHHEM HOPMAaJIbHOTO KPOBETBOPEHHSI U BOBJICYCHHEM B IPOLIECC
pa3IMYHBIX OPraHOB M CHCTEM OpraHu3Ma (LeHTpajibHas HepBHas cuctema (nainee — LHHC),

SMYKH, TAMQpaTHIeCKas TKaHb JI000W Jokanu3anuu). [IporpammvHoe JjedueHue 3a001eBaHUN

CUCTEMbI KPOBHU! C60|2HI/IK AJTOPUTMOB JTUATHOCTHUKH W IMPOTOKOJIOB JICUCHUS 3a00JIEBaHUI

cucrembl kpoBH. [loa pen. B.I'. CaBuenko. 2012.

6.8. Dmuonozusn u namozenes 3a60,1€6anuUA

OTHONOTHST TOYHO HE YCTAHOBJICHA. OTHUOJOTUS MW TATOT€HE3 OOBSCHIIOTCS
OOIIEeTPUHATON KJIOHOBOM TEOpHEH: BCEe JIEHKEMUUECKHE KICTKHU SBJISIOTCS MOTOMKAMHU OJTHOM
pOJIOHAYANIbHON KIIETKH, KOTOpas ImpeKpaTuiia cBo AU(PEepeHIpoBKY Ha OAHOW M3 paHHHUX
cranuii co3peBaHus. M3-3a HEKOHTPOJIHPYEMOH MpOdH(epanuud OIMyXOJIEBBIX KIETOK
VIHETAaeTCs HOPMaJbHOE  KPOBETBOPEHHE, O0O0pa3yloTcsi MeTacTa3bl  (JIeWKEeMUUYECKHe

UHDUIBTPATHI) BHE OpraHoB KPOBETBOPCHUS [1-5]. https://www.leukemia-

net.org/leukemias/all/standards_and_sop/e9508/infoboxContent9510/all-contents.pdf

6.9. Dnuoemuonozusa 3aboneeanus
OJUJI MokeT BCTpeuaThes Yy JUI] JIFOOOT0 BO3pacTa, HAUMHAS ¢ MJIAJICHISCKOTO BO3pacTa
W 3aKaH4YMBas MOXKHJIBIM, OJHAKO MAaKCHMAajbHbIC 3HAUYCHHS 3a00JI€BACMOCTH MPHUXOIATCS Ha

netckuii BozpacT (60 % maumentoB OJIJI momoxe 20 ner) [1,2,6]. https://www.leukemia-

net.org/leukemias/all/standards_and_sop/e9508/infoboxContent9510/all-contents.pdf

OJUI sBnsieTcst caMOil paclpOCTPaHEHHOM OIyXOJbl0 KPOBETBOPHOM TKaHW Yy JETEH,
coctaBisis 30 % Bcex 370KaYeCTBEHHBIX OIMyXOJiel JAETCKOTO BO3pacTa. Y MAalMeHTOB MOJIOXKE
15 ner OJUJI muarHoctupyetcs B 75 % ciiydaeB BceX OCTphIX Jeiko30B (naiee — OJI). [Tux
3aboneBaemoctu OJIJI mpuxoautcst Ha Bo3pact 3—4 roja, 3aTeM 4acTOTa €ro CHIDKAeTCS, U
BTOPOH MOBEM, XOTsI HE CTOJIb CYILIECTBEHHBIN, oTMeuaeTcs B Bozpacte 50—-60 ser [1-5,7].

3aboneBaemocts OJIJI y manMeHTOB MOXUIOTO BO3pacTa HEYKIOHHO BO3PAcTaeT.
CornacHo JaHHBIM perucTpoB, exeronHas yacrtora OJUJI yeemnumBaercs ¢ 0,39 ciayuas Ha
100000 nacenenust B Bo3pacte 35-39 ner, no 2,1 cnydas na 100000 Hacenenus — B Bo3pacrte 85
ner. Kpome toro, mpubmmsurensHo 30% OJIJI amarHocTUpyrOTCsS B Bo3pacte 60 Jier.
Ounanensuiickas xpomocoma (Ph) onpenensercs y 20-30% B3pocinbix nanuentos B-OJIJI. B
To Bpems kak Ph+ OJIJI cocraBnsier y nereii meHee 5% BceX cllydaeB, €ro 4acToTa BO3pacTaeT
10 40% y B3pOCIBIX.

6.10. Knaccugurayus (no smuonozuu, cmaousam).

B knaccudukanuu Becemupnoit opranuzanuu 3apaBooxpanenus (ganee — BO3) OJII

paccMaTpHBaIOTCA B pasjielie OMyxoJiei u3 npeaumecTBeHHukoB T- u B-numdouurtos [3]:
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® ;uMdoOnacTHbl neiiko3/mumdpoma u3 B-npenmectBennukoB (cuHonum: OJLJI
U3 MPEIIeCTBEHHUKOB B-Ki1eToK);

® umdoOnacTHeI selikoz/mumpoma u3 T-npemmecTBeHHUKOB (cuHOHUM: OJLJI
U3 MPEIIECTBEHHUKOB T-KJIETOK).

Knaccnpurkanus octporo Jum¢o0/acTHOrO Jieiiko3a (Ha OCHOBe MepecMOTPEHHOM

kiaaccupurkamuun BO3 2022, Sth edition) [3]. Alaggio, R., Amador, C., Anagnostopoulos,
L. et al. The Sth edition of the World Health Organization Classification of Haematolymphoid
Tumours: Lymphoid Neoplasms. Leukemia 36, 1720-1748 (2022).
https://doi.org/10.1038/s41375-022-01620-2

HoBooOpa3oBanusi u3 npeamecTBeHHUKOB B-kieTok

B-xknemounotii tumepoonacmutii neiko3 / aumgpoma

B-numpobnactublii neiiko3/mumpoma, NOS (6e3 ciennpuieckux XxapakTepUucTHK,

NOS — not otherwise specified)

B-knerounsnii tuM$o0IacTHEIHN J1eiK03 / TuMpoMa C THIIEPIUTUIOUTUCH

B-xneTounsiit 1uMdo0IacTHBIN JIeKo3 / tuMpoMa ¢ TUTIOTUTIIOUUEH

B-knerounstiit numdobiacTHI eiiko3 / tumMpomMa ¢ BHYTPUXPOMOCOMHOM

ammuinpukanue xpomocomsl 21 (1IAMP21)

B-numpobnactublit neiikos/mumpoma co ciusianem BCR::ABLI

B-numpobnactubiii neiiko3/numpoma ¢ BCR::ABL1- like npusnakamu

B-nmumdobmactHbiif neiiko3/mumdoma ¢ peanxupoBkoit KMT2A

B-numpobnactuslit neiikos/mumpoma co ciustanem ETV6::RUNX1

B-numpobnactusiii neiiko3/mumpoma ¢ ETV6::RUNXI - like mpuznakamu

B-nmumpobmactablii neikos/mumpoma co cimmstanem TCF3::PBX1

B-numpobnactuelit neiiko3/mumpoma co ciusauem IGH::1L3

B-numpobnactubiit neiikos/mnumpoma co ciustauem TCF3::HLF

B-mum@obmacTHeIif neiko3/muM@oma ¢ IpYruMH OIpeIeIeHHBIMU TeHETHIECKIMH

AdHOMAJIUAMU

HoBooOpa3oBanusi u3 npeamecTBeHHUKOB T-ki1eTok

T- rumepoonacmmuutii neiko3 / numgpoma

T-mumdoObnacTaerit neiiko3/ mumdoma, NOS (6e3 crienupuiecknx XapakTepUCTHK,

Pannuii T-mumdoOaacTHBIN JEHKO3 U3 MPEAIICCTBEHHUKOB / TuMQpoma

3peabie T-kieTounbie 1 NK-ki1eTouHnbie HOBOOOpa3oBaHusl

3penvie T-knemounvie u NK-knemounovie neiikozol

T-nposiumdouTapHbIi JEHKO03
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T-kpynHOTpaHyIApHBINA TUM(OIUTAPHBINA JIEHKO3

NK-kpymHOTpanyIsipHbIi TUM(OIUTAPHBIA JIEHKO03

T-kieTouHBIH NeiK03/TMM(pOMa B3POCIIBIX

Cunapom Cesapu

ArpeccuBHblil NK-KII€TOUHBIN JIEMKO3

MouJiekyasipHo-reHeTH4eckue rpynnsl pucka B-OJLJ [4-6].

https://www.nccn.org/professionals/physician gls/pdf/all.pdf

biaronpusiTHBIN pUCK IMunepaummonaus (51-65 xpomocom) Ciyuau ¢
TpucoMuei xpomocoMm 4, 10 u 17, umeror Hanbosee

ONaronpusATHBINA MPOTHO3

t(12; 21) (p13; q22): ETV6-RUNX1

Bricokuii puck [lMunomnonaus (<44 xpomocom)

KMT2A peamxupoBka (t[4;11] umu npyrue)

t(v; 14q32) /IgH

t(9; 22) (q34; q11.2): BCR-ABL1 (ompenensieTcs Kak
BbIcokui puck 10 UTK)

CrnosxHblil kapuotur (5 u 60j1€€ XPOMOCOMHBIX aHOMAJIH)

BCR-ABLI1-like (Ph-like)

JAK-STAT (CRLF2r, EPORr, JAK1/2/3r, TYKZr,
myrtarun SH2B3, IL7R, JAK1/2/3)

ABL xnacc (peamxuposku ABL1, ABL2, PDGFRA,
PDGFRB, FGFR)

Hpyrue (NTRKr, FLT3r, LYNr, PTL2Br)

BaytpuxpoMocomHas aMIun(UKaIus XpoMocoMsl 2 1
(1IAMP21)

t (17; 19): cmussaue TCF3-HLF

Aunbteparuu IKZF1

Kpurepun BbicOokoro pucka [7]_Rowe J.M. Prognostic factors in adult acute
lymphoblastic leukaemia. // Br. J. Haematol. 2010. Vol. 150, Ne 4. P. 389-405.:
1) Jletikoruro3 Gosee 30 x10° /n gy B-OJIJT u 100 x10° /i st T-OJIJL.

2) >5 XpOMOCOMHBIX abepparLuil.
3) Nunopurmmonaus (MeHee 46 XpoMocoM).

4) BCR::ABL1+/MLL+/PBX-E2A+/Ph-like/IKZF 1del/ETP/unmutated NOTCHI.
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5) Ummynodenotunuueckue Bapuantsl B-1, T-1, T-IV.

6) OJUI ¢ t(9;22) unu nonoxxkutenbublii red BCR::ABL1, t(4;11) /MLL - paccmarpuBaTh
BO3MO>KHOCTH BbInosiHeHus ajio- TI'CK.

7) MOB - npy 0GHapy»KEHUH € YyBCTBUTENLHOCTRIO MeToia 107 (ocie uuayKmy;

cpoku onpezaeneHuss MOB 10MKHBI ONpenesaThCs UCIOIb3yeMON CXeMOil).

14) Hetiponeiiko3 B neOr0Te.

15) Ioxwuinoi Bo3pacT — >60 siet - BbICOKu# puck, ot 30 10 59 set - cpeiHuii pUCK.

HNmmynonoruyeckas kinaccupurkauusa OJ1JI

KiroueBbie mapkepst it quarnoctuku OJIJI u3 npeamecTBeHHUKOB B-nmumponiuTos:

CD19+ u CD79a+ w/unu cyCD22+

CD 10— OJIJI u3 npo-B-nmumdpobnactos (B-I)
CD10+ cylg- Common- OJUJI (B-1I)
cylg+ slg— OJUI u3 npe-B-nmumdpoobiractos (B-11T)
slg+ OJIJI u3 3pensix B-mumdoruros (B-1V)
KiroueBbie Mapkepsl mnst OJIJI u3 npenmectBenHukoB T-nmumponuron: cyCD3+ u
CD7+
cyCD3+ CD7 Tosbko OJIJI u3 npo-T-mumpobnactos (T-I)
CD2+ u/unu CD5+ OJUI u3 npe-T-numdobractos (T-1IT)
CDla+ OJUI u3 xoprukanbubix T-mumdpobiactos (T-111)
sCD3+ CDla- OJUI u3 3penbix T-mamdoruros (T-1V)
sCD3+ antu-TCR o/p+ o/B+ T-xnerounsiit OJIJI (rpymnmna a)
sCD3+anti-TCR v/6+ v/6+ T-knetounsiit OJUI (rpynna b)
OcHoBHbIe reHeTHYeckne anHomaanu npu OJLJI
OJJ1 AHoMAJINA BoBJjieueHHbI Yacrora Meton
€ reHbl AeTeKUHHu
B- t(9;22)(q34;ql11) BCR ABL B3spocnsie: 30 % OT-IILP
KJICTOYHBIN Hetu: 3 %
t(12;21)(p33;922) TEL AMLI1 B3spocnsie: <1 % OT-IILP
Heru: 20 %
t(4;11)(q21;923) MLL AF4 B3spocnsie: 5 % OT-IILP
Jetn mnasiiero
Bo3pacra: 60 %
t(1;19)(q23;p33) E2A PBX1 5% OT-IILP
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t(8;14)(q24;q32) c-MYC IgH 1% FISH
t(17;19)(q22;p33) E2A HLF <1 % OT-IILP
t(11;19)(q23;p33) MLL ENL <1 % OT-IILP
Myrauuu 10 % CexBeHupo-
JAK1/2/3 BaHUE
T- t(10;14)(q24;q11) HOX11 B3spocnsie: 31 % OT-IILP
kierounbrid | t(7;10)(q34;q24) TCRo/B Hetu: 7 %
HOXI11
TCRP
t(5;14)(q35;932) HOX11L2 B3spocnsie: 13 % OT-IILIP,
TCRo/B Hetu: 20 % FISH
t(1;14)(p32;q11) TALI TCRa/B | 1-3 % OT-IILP
Hopwmanensrii 1p32 SIL TALI 9-30 % OT-IILP
inv(7)(pl5q34), I'enst HOXA | 5% FISH, OT-
t(7;7) TCRP [P
t(10;11)(p33;q14- CALM AF10 | 10 % FISH
21)
t(9;9)(q34;q34) NUP214 6 % FISH
ABLI
t(9;14)(q34;q34) EML1 ABL1 | <1% FISH
Mytanuu NOTCH 1 | NOTCHI 50 % CexBeHupo-
BaHUE
Mytanuu JAK1 JAK1 18 % CexBeHupo-
BaHUC

3. Memoowl, no0xo0wvl u npouedypvl OUAZHOCMUKU U J1e4eHUA:
1) moka3zaHus JUIsi TOCIUTAIM3AIMN B OPTaHU3AIUIO 110 OKa3aHUIO NaNTMaTUBHON

MEIULMHCKON ITOMOIIH :
B3pociibiM ¢ HensneunMbIMHU IPOTrPECCUPYIOIUMU 3a00JI€BAaHUSMU WIIH COCTOSTHUSMM,
a Takxe 3a00JIeBaHUSIMU UJIU COCTOSIHUSIMM B CTa/IMM, KOTJ]a UCUEPIIaHbl BO3MOXHOCTH
9TUONATOr€HETUYECKOT O JICUEHHUSI, TAKUMH KaK:
® paznuuHble GOPMBI 37I0KaUE€CTBEHHBIX HOBOOOPa30BaHMIA;
® OpraHHas HEJOCTATOYHOCTh B CTAJIUH JEKOMIICHCALMH, IIPU HEBO3MOXKXHOCTHU
JOCTUYb pEMHUCCUM 3a00JIeBaHUS WM CTAOMIIN3ALUN COCTOSTHUS MAllUEHTa;
® XPOHUYECKHE IMPOTPECCUPYIONTNE 3a00ICBaHMS B TEPMUHAIBHOMN CTaIuu
Pa3BUTHUSA; TXKENble HEOOPAaTUMBbIe TIOCIEICTBUS HapyILIEHUI MO3TOBOT0 KpOBOOOpaIlleHus,
HEOO0XOIMMOCTh IPOBEACHHUS CUMIITOMATHYECKOTO JICYCHHUS U 00€CTIeYeHHsT yX0aa MpH
OKa3aHWM MEIULUHCKON IIOMOIIY;
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4. Takmuka oKa3anusa NAIIUAMUGHOT MEOUUUHCKOU ROMOUU:
[Manmentam ¢ ycranosineHHbIM ¢ Ph-meratuBubiM (-) OJIJI amarHo3om mayuiMaTUBHAS
XUMUOTEpanus MEpKalTOypUHOM U MeTOTpekcaTtoM, Uil mauueHToB ¢ Ph+ OJUI mpuem
UHTUOUTOPOB THUPO3WHKHWHA3 MOKET MPOBOIUTHCA B aMOYJIaTOPHBIX YCIOBUSX, TTOA KOHTPOJIEM
nokasartelei obmero aHanu3a kpou. Brown P.A. et al. NCCN Clinical Practice Guidelines in
Oncology. Acute Lymphoblastic Leukemia. Version 2.2019. 2019. 115 p.

Ha3panue npenapara PacyeTrHnas 103a IIpumeuanus

Mepkanronypus. 60 Mr/mM2 BHYTpb €XKEIHEBHO C KOPPEKLIHEH
JI03BI B 3aBUCUMOCTH OT
YPOBHS JIEUKOIIUTOB U
TPOMOOIIUTOB.

MeroTpekcar. 20 Mr/M2 BHYTPB 1 pa3 B HeZIEIIO.

[TognepxuBaroiiasi Teparnusi COCTOMT U3 €XKETHEBHOTO IIpreMa 6-MepKanToypuHa u
eXKEHEACIbHO MeTOTpeKcaT. [IpoomKuTeIbHOCTS JiedeHus 2,53 roaa sSBisieTCs
ONTHUMAJIbHOM.

Jl03a MepKanTonypruHa U METOTpPEKCaTa KOPPUTUPYETCs B 3aBUCUMOCTH OT YPOBHS
JICHKOIIMTOB U TPOMOOIIMTOB.

Yuci10 JeHKOIUTOB Yucs10 TpoMOOIMTOB Jlo3a 6-MII
oonee 2,0x10° /n oomnee 100x10° /n 100%
or 1,0x10%1 o 2,0x10° /n ot 50x10° /n mo 100x10° /n 50%
Menee 1,0x10° /n Menee 50x10° /n -

[Tocne monTBepxkaeHus auarno3a Ph+ OJIJI noka3zano HazHaueHue npenaparoB UTK.

Haszeanue npenapama Ilpumeuanue
1-s tunuUA UMamuHuOGOM 400-800Mmr/cyT GHYMPb
2-5 TUHUA HUTIOMUHUOOM 600-800mr/cyT GHYMPb
2-a qunuA 603ymunHudom* 500 mr/cyTKn GHYMPb
3-a MuHuA 0azamunudom™ 100-140mr/cyT GHYMPb
3-4 AUHUA NOHAMUHUOOM * 45mr/cyT 6HYMPb

NB! Ipenaparst U'TK npuHUMarOT AMTEIHHO, 0€3 MePEepHIBOB (MPU CHUXKEHUU
MOKa3aTesei KpOBU W Pa3BUTUU TOKCUYHOCTU KOPPEKIIUS J03bI/TIEPEeBO] Ha IPYTYIO
JIMHUIO T€PAIUU MTPOBOJIUTHCS BPAUYOM T'€MAaTOJIOTOM.

Jns orieHKH 3P PEKTUBHOCTH TE€paUU HEOOXOIUMO ITPOBOJUTH CBOEBPEMEHHBIN
MOHUTOPHUHT T€MAaTOJOTUUECKHUX, IUTOTCHETUUECKUX U MOJICKYJIIPHO-TE€HETUUECKIX
MoKaszaTeJsen

4.1 HeMeauKaMeHTO3HOE JIeUeHHe:
Pexxum: o01ieoxpaHUTENbHBIN,
Huera: cron Nel5 (obmras).

4.2 MeauKaMeHTO3HOe JIeUeHHe:
[TepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX cpeaAcTB (MMeronux 100% BeposITHOCTD

IPUMEHEHHUS):

JlekapcTBeHHast MesxkayHapoaHoe Cnoco6 YpoBeHb

rpynmna HelnaTeHTOBAaHHOe NpUMeHeHHUs A0Ka3aTeJIbHO
HauMeHoBaHue JIC CTH

AHTUHEOIJIACTUYECKUE Mepxkanronypux Bnytps B

JIEKAPCTBEHHbIE

CpeJlCTBa. MeTtoTpekcar Brytps A

TapreTHas Tepamnusi. Nmatuanb BayTph A
Jazarnan6* BayTph A
bozyrunn6* BuyTpb A
Hunotnnu6 BayTph A
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[Tonaruan6* Baytps A
AcuuMuHu6 Buytps A
JlexapcTBEHHBIE CPENICTBA, OHaHceTpoH B\, BHYTpb C
0CJIa0JISIONMKE TOKCUYSCKOE
IICUCTBUE
MIPOTUBOOIYXOJIEBBIX
penaparoB.

NB! JlonoiaHuTensHOe MEAMKAMEHTO3HOE JI€UEHUE POBOIUTCS COOTBETCTBEHHO

IIPOTOKOJIaM JICUCHHUA PA3BUBHINXCS OCJIO’KHECHUH.

IlepedyeHb 1OMOIHUTEIBHBIX JIEKAPCTBEHHBIX cpeacTB (MeHee 100 % BeposiTHOCTH
NPUMEHEeHHUs1): He0OX0AUMO YKA3aTh YPOBHHU JOKAa3aHHOCTH

dapmakoTepaneBTHYe MHH Cnocod Yposenb
cKas rpynmna JIEKAPCTBEHHOI'0 NpUMeHeHus! A0KAa3aTeJbHOCT
cpeacTBa "
AnHKIOBHp Bnyrpusennoe A
[IporuBOBHpYCHBIE BBEJICHUE
JIEKapCTBEHHBIE CPEACTBA Buytps
l"anmuknoBup BnytpusenHoe C
BBEJICHUE
I'enapun BuytpuBenHoe C
IlonkoskHOE
BBEJICHUE
AMUHOKaIpOHOBas BnytpusenHoe C
KHCIIOTa BBEJICHUE
JlexapCTBEHHBIE 'yoka Mectho C
CpeJICTBA, BIMAIOLIE Ha reMOCTaTH4eCcKast
BEPTHIB HCTEMY KPOBH
CBEP aroIiyIo CHCTCMY KpO Hanponapun IToaxosxHOE BBegcHHE C
DHOKcanapuH [ToakoxHOE BBEACHUE C
AHTUUHTUOUTOPHBIA | BHyTpuBeHHOE C
KOAryJIsIHTHBIN BBEJICHUE
KOMILIEKC
Awmpotepunun B BuytpusenHoe C
[TpoTuBOrpHUOKOBLIE BBEJICHUE
JIEKapCTBEHHBIE CPEACTBA Bopukonason BryTpuBeHHOE B
BBEJICHUE
Bnytps
Hrpakonazon Bnytps B
Kacnogynrun BnyrpusenHoe B
BBEJICHUE
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MuxodyHruH Bnyrpusennoe
BBEJICHHE
D1yKOHA30J1 BnyrpuBenHoe
BBEJICHHE
Bnytps
AnunynadyHriuH BnyrpusenHoe
BBEJICHHE
[To3zakona3zon Bnytps
@uirpactum [ToakoxHOE BBEACHUE
JlekapcTBeHHBIE
CpeICTBa, OCIAOSIONINE
TOKCUYECKOE JecTBHE JlexcameTasoH BuytpusenHoe
IIPOTUBOOITYX OJIEBBIX BBEJICHHE
MpErapaToB ['ma3uble kanam
AnnonypuHoi Bnytps
[Tunieparunnun BnytpusenHoe
TazobaKTam BBEJICHHE
Odunokcarma BuytpuBennoe
AHTHOaKTEepHUaIbHBIE BBCACHUC
cpencTaa AMukanva BnyrpusenHoe
BBEJICHHE
edomnepazon BnytpusenHoe
cyJap0aKTam BBEJICHHE
I'enTamunux BnyrpuBenHoe
BBEJICHHE
Metponunaaszon BnyrpuBenHoe
BBEJICHHE
Bankomunun BnytpuBenHnoe
BBEJICHHE
Nmunenem BnytpusenHoe
BBEJICHHE
Konucrtumerar Hatpust | BuyrpuBenHoe
BBEJICHHE
Meponenem BnytpusenHoe
BBEJ/ICHHE
JIunezonuyg BnyrpuBenHoe
BBEJICHHE
JleBodnokcanun BnytpusenHoe
BBEJICHHE
Bnytps
LedTazunum BuytpuBenHoe
BBEJICHHE
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HHTOTOKCH‘IGCKI/IG u

AIBbIOBAHTHBIC JICKAPCTBCHHBIC

CpeacTBa

OcHoBHBIE TPYIIIBI IPENAPATOB,

HNPUMEHSEMBIX JIISI
KyIHpoBaHUs 001u y

T€MaTOJIOrH4YCCKUX IMalluCHTOB

LHedennm BuytpuBenHoe
BBEJICHHE
[umnpodnokcamma BnytpuBenHnoe
BBEJICHHE
Bnytps
OpTraneneM Bnyrpusennoe
BBEJICHHE
CynbdameTokcazon BuyTtpusennoe
/TpUMETOTIPUM BBEJICHUE
Bnytps
Bunkpuctun Bnyrpusennoe
BBEJICHHE
Merotpekcar NHTtparekanbHOE
BBEJICHHE
Huxnodochamma BuytpuBennoe
BBEJICHHE
Mepxkanronypux Bnytps
I'mppoxcumoueBrnHa Bnyrps
Onynapabuna pochar BuyTpuBeHHOE
BBEJICHHE
[Tapaneramon BnytpusenHoe
BBEJICHHE
Bnytps
Juknodenak BnytpusenHoe
BBEJICHHE
Bnytps
JlekckeronpodeH Buyrpusennoe
BBEJICHHE
No6ynpoden BuytpuBenHoe
BBEJICHHE
Bnytps
Humecynug BnytpuBenHnoe
BBEJICHHE
Bnytps
Tonmepuzon BnytpusenHoe
BBEJICHHE
[Iperabdanuu BnytpusenHoe
BBEJ/ICHHE
Tpamamon BnytpuBenHoe
BBEJICHHE
deHTaHun BnytpuBenHnoe
BBEJICHHE
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Mopdun Bnyrpusennoe A

BBEJCHHE
NMmyHOMOAYIMpYIOIIHE NMMmyHOII100y11MH Bnyrpusennoe A
yeJioBeKa BBECJICHUE
HOpPMaJIbHBIN®
Cpenctsa jyisi SHTEpaIbHOTO U AnbOymuH 20% BuyTtpusenHnoe A
MapeHTEePATLHOTO MTUTAHUS BBEJCHHE

3aMEHUTENN IIa3MbI APyrux

KOMITOHCHTOB KpPOBH

4.3 Xupypruueckoe BMEIIATEIbCTBO: HET

Bxirouenne B KIMHUYECKUMH MPOTOKOJ HE3aperuCTPUPOBAaHHbIX B PecnyOnuke
VY30ekucTan JIeKapCTBEHHBIX CPEJICTB HE SBJISETCS OCHOBaHUEM Uil BO3MEIICHHS B paMKax
rapaHTHPOBAHHOTO 0O0beMa OEeCIUIaTHOW MEIMIMHCKOM MOMOIIM M B CUCTEME 00s3aTEIbHOTO
COL[MAJIbHOT'O0 MEAUIUHCKOTO CTPAXOBAHMUS.

6. Takmuka neuenusn:

° Pexomennyercs HanrueHTam c Ph-meratuBHBEIMI OJIJI B
HEYJOBJIIETBOPUTEILHOM COMAaTHYECKOM CTaTyce W/MIU C TSKEIOM COMyTCTBYIOLIEH
IIaTOJIOTMEN  BBINOJHEHHE NAJUIMATUBHOW TEpanmuud — KyIHUPOBAHUE CHMIITOMOB
3a00JieBaHUs, IPOBEICHIE 3aMECTUTEIHHON Tepanuu TpaHCc(Hy3MOHHBIMU Cpeam
YpoBens yOenureqbHocTH pexoMengaumii — C  (YypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJabCTB — 5).

° Pexomenayercss manyeHTaM CTaplied BO3PACTHOM TPYIIbL, y KOro
MHO>KECTBEHHBIE COMYTCTBYIOLIME 3a0oiieBaHusl, HEIPHEKTUBHOCTh TPATUIIMOHHOMN
XUMHOTEPANIUY Ha OCHOBE 6-MEpKaNTOIypUHA, METOTPEKCAaTa U KOPTUKOCTEPOUIOB U U3-
32 TOKCUYHOCTH WJIM CBA3aHHOM C JIEYEHUEM, BBIIIOJIHEHUE MAJUIMATUBHBIX CXEM,
BKJIIOYASILIUE - BUHKPUCTHH U KOpTUKOCcTepou s, 1 POMP.

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (YypoBeHb J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

Tpancgy3uonnas repanus

Yenewnoe newenue OJI, 6 uyacmnocmu OJIJI, nesozmodcno npu omcymcmeuu
3amecmumenbHOU Mmepanuy KOMNOHEHMAaMU KPOS8U U CONPOBOOUMENbHOL Mepanuu.

Tpancdy3un IpUTPOUUTHONH M TPOMOOUMTAPHON MACCHI

o Pexkomenayercst OCYIIECTBISATh TPaHCHY3UH OSPUTPOILMTHOM MacChl
HaueHTaMm JUist MOoAJIep>KaHusl KOHIICHTPAIlUU reMOorjIo0uHa Ha ypOBHE >8 T//7.
YpoBens yOeauTeqbHOCTH pekoMeHaanuid — B (ypoBeHb /J0cTOBepHOCTH

JI0KA3aTeJbCTB — 2).

o IIpy Hamuuuu COIYTCTBYIOLIEH NATOJIOTHMHU CEpALA WX JIETKHX, a TaKKe
€CIM aHEMHUsI CONPOBOXKAACTCS KIMHUYECKOM CUMIITOMAaTUKOW, PeKOMEHAYyeTCst
BBITIOJIHATh TPAaHC(PY3UH SPUTPOLUTHOM Macchl W MpH Ooyiee BBICOKMX 3HAUYCHUSX
KOHIICHTPAI[UU TeMOTJI00MHA MPU HAIUYUH COOTBETCTBYIOUINX KIMHUYECKUX MTOKA3aHUN

YpoBenb yOeauTeJbHOCTH PpexkoMeHaanuii — B (ypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 2).
° PexomenayloTesi BBINONHEHWE TpaHC(y3UH KOHLEHTPAT TPOMOOLIUTOB

OCYLIECTBIIATh NPHM CHIKEHUM KoaudecTBa TpombormToB <10 x 10° /m, npu Gonee
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BBICOKHMX 3HAUEHHUSX KojuuecTBa TpomOouutoB (20 x 10° /n) B cily4ae NOBBIIIEHHS

Temrneparypsl Tena >38 °C, mpu pa3BUTHH KIMHHYECKH 3HAYMMBIX KPOBOTEUEHHH JHOO

nepe] BHIOJHEHHEM MHBA3WBHBIX MHTEPBEHIIMOHHBIX BMemaTenbeTB [9].Blumberg N.

et al. Platelet transfusion and survival in adults with acute leukemia // Leukemia. 2008.

Vol. 22, Ne 3. P. 631-635.

YpoBens yOenureqbHocTH pexoMenaaumii — C  (ypoBeHb /10CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

o Pexomenayercsi 0OnydeHHE OSPUTPOLUUTHOW Macchl U KOHIEHTpAT

TPOMOOIIMTOB C IENBI0 MPOPHIAKTUKN PEaKiy «Tpancdy3at nmpotus xo3suHa» [1,2].

YpoBenb yOeautenbHocTH pexoMeHaanmuii — C  (ypoBeHb J10CTOBEPHOCTH
JI0Ka3aTeJbCTB — 5).

O0e3001MBaOIIAs Tepanus
o [Ipy BO3HUKHOBEHHH OCTPOTO WJIM XPOHHYECKOTO OOJICBOIO CHHIpOMA

MAIUCHTY PEeKOMEHAYeTCsl TPOBOJUTh 00e300JIMBAIONIYI0  TEpalMi0  COTJIACHO

CYIIECTBYIOIIUM TPOTOKOJIaM 00e300J1MBaHusl (CM. COOTBETCTBYIOIINE KIMHHUYECKHUEC

pPEKOMEHJAMA TIO0  XPOHUYECKOW  OONHM, KIMHUYECKHE PEKOMEHIAIUU 110

AQHECTE3UOJIOTUH), B TOM YHCJE, MO TOKAa3aHWUSM, C MPUMEHCHHEM HApKOTHYCCKHX U

NICUXOTPONHBIX JIEKapcTBEHHbIX npemnaparoB [1,2,4,5,8.].Alkayed K.. Al Hmood A.,

Madanat F. Prognostic effect of blood transfusion in children with acute lymphoblastic

leukemia. // Blood Res. 2013. Vol. 48, Ne 2. P. 133-138.

YpoBenn yOenuteqbHOCTH pekoMenaaumii — C (YypoBeHb J0CTOBEPHOCTH
JI0KA3aTeJbCTB — 5).

Credyem yuecmo, umo y nayueHma mocym 0bimb HeCmMaHOapmuble NposeieHUs O0Ne3HU,
a makdice couemaHnue KOHKPemHoll 60Ne3HU ¢ OpyeuUMU NAMOLOSUSMU, YO MOJCEM OUKMOBANb
Jeyawjemy 6payy UMEeHeHUsl 8 aneopumme 8blOOpA ONMUMANLHOU MAKMUKU OUASHOCMUKU U
JleYeHUsL.

5. Opranu3anuoHHbIe aCNEKTHI IPOTOKOJIA:

5.1. Yka3aHue Ha OTCYTCTBHE KOH(DIUKTAa HHTEPECOB: HET.

5.3 Mexanusm o6OHoBienuss KW mpenycMmarpuBaeT HMX CHCTEMaTHYECKYIO
aKTyalu3alnio — He peke 4eM | pa3 B 3 roja wiM NpH MOSBICHUH HOBOW WMH(POpPMAIUU O
TAaKTUKE BEJCHUs MaLMEHTOB C AAHHBIM 3a0osneBaHueM. Pemienne o0 0OOHOBIEHUU NMPUHUMAET
M3 PV3 Ha OCHOBE MNpEIOKEHUHN, MPEACTABICHHBIX MEIUIMHCKUMH HEKOMMEPUYECKUMU
npodeccuoHaibHbIMU OpranuzauusaMu. ChopMupoBaHHbBIE TPEIOKEHNUS JOJKHBI YUYUTHIBATh
pe3ynbTaThl KOMIUIEKCHOW OLEHKM JIEKAPCTBEHHBIX MPENapaToB, MEAUIMHCKUX HU3JEIUl, a
TaKXe pe3yJbTaThl KIMHUYECKOM arpolarum.
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