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KiaioueBsbie CJioBa

OCTpbIit MIPOMUETOLUTAPHBIN JIENKO3
AHTPALMK/IMHOBbIE AaHTUOMOTUKNI
UIapyouIuH

MMUTOKCAHTPOH

IayHOPYOUILIMH

LMTapabuH

HelpoJieiikeMus

TOJTHOCTBIO TPAHC-PeTMHOEeBAast KUCIoTa
TPUOKCH, MBIIIIbSIKA

cuHapoM b depeHIPOBKA
6epeMeHHOCTb

CMHOAPOM IOIUCCEMMHMPOBAHHOI'O BHYTPUCOCYAMCTOI'O CBEPTbIBAHMSA
(DIC)

TpaHCIVIaHTalo g KOCTHOTO MO3Tra



CIIMCoOK CoKpalleHun

Amno-TICK - TpaHCIUIaHTAaLMS aJ/UIOT€HHBIX T'eMOIO3TUYECKUX
CTBOJIOBBIX KJIETOK

AYTO-TFCK— TPpaHCIVIAHTAlIMA aYTOJIOTUMYHBIX TI'€MOITO3TUYECKUX
CTBOJIOBBIX KJIETOK

BPB - 6e3pennanBHast BbIKMBA€MOCTb

B/B — BHYTPUBEHHO

BKJT — BOJIOCATOK/IE TOUHBIN JIEMIKO3

IOBC - nucceMMHMPOBAaHHOE BHYTPUCOCYAMUCTOE CBEPThIBaAHME
IC — nuddepeHLMPOBOUHBINI CUHAPOM

VP — MHOYKUIMS peMuccun

KU — KnMHM4YecKoe ucciaenoBaHue

KM - KOCTHBI MO3T

KT - xoMmIbloTepHast Tomorpadust

MOB — MuHMMaJIbHAsI OCTaTOUHas 60Ie3Hb
OB - 061135 BPIKMBAEMOCTD

OJI — oCTpblit 1€7iKO3

OMUJI — oCTpbIit MUEJIOUIHDIN JIeAKO3

OILT — oCTpbIVi IPOMUEJIOLIUTAPHBIN JIEKO3

OT-IIIIP - TmonumMepa3Hasg IelHas peakuus C  0OOpaTHO
TPaHCKPUIITA30M

[1K — nepudepuyeckast KpoOBb
[IP — nmonHas pemuccus
[TLP - monmumepasHas LierHas peakius

C3II - cBexxe3aMOpOXKeHHas Ijia3Ma



TI'CK — TpaHCIUIaHTaLUs TeMOIIO3TUYEeCKIUX CTBOJIOBBIX KJIETOK
TKM - TpaHCIuIaHTalus KOCTHOTO MO3Tra

Y[, — ypOBeHb LOCTOBEPHOCTH JOKA3aTe/IbCTB

VY3U - yabTpasBYyKOBOE MUCCIeN0BaHME

VVP — ypoBeHb yoeauTeIbHOCTM peKoMeHIaIni

@®AB-knaccupurauusgs - knaccubukauyusgs DOpaHKO-amMmepUKaHCKO-
OPUTAHCKOI TPYIIBI

9KCIIePTOB

XT — xummorepanms

I[IHC — ueHTpanbHasi HepBHAs CUCTeMa

ARA-C - uutapabmua™*

ATO — MblIIbSIKA TPUOKCUL,

ATRA** — IOMTHOCTBIO TPAHC-PETUHOEBAs KUCJIOTA (TPETUHOUH™™)
CD - knacrep nuddepeHIPOBKU

FISH-uccnemoBanue - wucoiegoBaHue MeToAoM (IIyopeciieHTHOM
TMOpUOM3aALINN in Situ

FLT3 - fms-momo0OHast TMpO3MHKMHA3a-3

— SKM3HEHHO HeoOXOoAyMble U BayKHeNIIne JeKapCTBeHHbIe
TpernapaTsl

# — Tperiapar, IIPUMEHSIONINIICS 6€3 COOTBETCTBUS C MOKa3aHUSIMM K
IIPVMMEHEHMIO U IPOTMBOIIOKA3aHUSIMM, CIIOCOOaMM IIPUMMEHEHUs U
oo3aMu, CONEepXKAIIMMMCSI B MHCTPYKIMM II0  I[IPUMeHEeHUIO
JIeKapCcTBEHHOTO Ipernapata (o d-1eit6:)



TepMMUHBI U oIIpeae/IeHUs

OcTpblit IPOMUETOIUTAPHBIN JIEIKO3 — 0CO0bIiI BapMaHT OCTPOTO
MUEeTIOUIHOTO Jeikosa C npeobnagaHemM aHOMAJIbHBIX
IIPOMMEIOLIUTOB, XapaKTePU3YIOIIUICS TeHETUUYECKMMU MYTalUsIMMU,
MIPUBOASIIMMMU K peKoMOuHauuu reia RARA ¢ reHoMm PML (myTanust
t (15;17) (q22; q12)) unu c apyrumMy reHaMu-IiapTHEpaM.

IunddepeHIIMPOBOUHBIA CHUHAPOM -  JKM3HEyrposKaloliee
OC/IO)KHEHMe, pa3BuBawlieecsi IIpU JIeYeHUU  OCTPOro
IIPOMMUEIOLUTAPHOI0 JIeKOo3a II0JIHOCThIO TpPaHC-PETUHOEBOM
KUCIOTOM (TpeTMHOMH**) ¥ TPUOKCUIOM MBIIIbsIKA, KOTOPOE
OUAarHOCTUPYIOT TIIpU HaIMuMM He MeHee 4 CUMITOMOB U3
C/lelyIoiero CUMIITOMOKOMILIEKca: Juxopagka Oe3 BbISIBIIEHHOI
IIPUYMHBI, HapacTaHue Yuwia JIeMKOLUUTOB, peCcrnupaTOPHbIN
IUCTPeCcC-CUHIPOM, MHOUAbTpAlLMS  JIeTOYHOM  TKaHM  Ha
peHTreHorpaMMax, TUIIOKCEMUS, OTeKU (TMapPOTOPAKC "
rUApoIiepuKapn), pubaBka Macchl Tejla, MoueuHasi HefJoCTaTOYHOCTb,
apTepuasbHas TUIIOTEH3US.

IloiHOVI pemMuccHMeNrt OCTPOro INPOMUEIOUMUTAPHOrO JieiKo3a
TIPUMHSTO Ha3bIBAaTh TO COCTOSIHME KPOBETBOPHOM TKaHU, IIPU KOTOPOM
B ITYHKTaTe KOCTHOI'O MO3Ta OOHapyKMBaeTcs <5 % OJIaCTHBIX KJIETOK
[P HOPMaJIbHOM COOTHOIIIEHUM BCEX POCTKOB KPOBETBOPEHMS, TIPU
KOoJInuecTBe HeiTpoduaoB B mepudepudeckoin kposu >1,0 x 107/m,
Mpy KojauuecTBe TpoMbGouuToB >100 x 109/11, IIpU  OTCYTCTBUU
3KCTpaMeny/UISIDHBIX 0OYaroB JIEIKeMMUYECKOr0 pOoCTa. YKa3aHHbIe
ToKasaTesu JOJDKHbI COXPaHSIThCS B TedeHue >1 mec.

Pe3sucrenTHas ¢opmMa OCTpOro IpoMMeJIOLUTAPHOro JeiKo3a
MOKeT ObITb KOHCTaTMPOBAHa IPU OTCYTCTBMUM IIOJTHOV PEMUCCUU
rnocie saBepuieHus 1 Kypca MHAYKUMOHHOM Teparnuu. [Io MHeHUIO
OONBIIMHCTBA MEXKIYHAPOOHBIX M  POCCUICKMX 3KCIIEPTOB, Y
MalMeHTOB C OCTPBIM IPOMMUEIOUUTAPHBIM  JIEIIKO30M,
OOKa3aHHBIM MOJIEKY/ISIPHO-LIUTOTEHETUUECKUMU UCC/IeLOBAHUSIMUA,
MIpU UCIOJIb30BaHUM TPAHC-PETUHOEBOI KUCIOTbI B COYETAHUU C
XUMUOTepanuei Wi TPUOKCUAOM MbIlIbsKa** pedpakTepHbIX (GOpm
OCTPOTO IIPOMMEIOLUTAPHOrO JIeliKo3a He CyIlleCTBYeT.

PaHHsAS cMepTh — CMepTh MALMEHTOB B II€pUOJ, MHAYKIMOHHOI
Tepanum.



PenuauB oCTPOro NmMpoMMEIOUUTAPHOIO JIEKO3a KOHCTATUPYIOT
npyu oOHapykeHUM B NYHKTaTe KOCTHOTO Mo3ra >5 9% 6/1acTHBIX
KJIeTOK.

MuHMMa/JIbHOM OCTATOYHOM OOJNI€3HBIO, WIM MUHUMATbHO
pe3uayanbHO 60/ie3HbIO, HAa3bIBAIOT HEOONbIIYI0 TMOMY/SINIO
OITyXOJIEBBIX KJIETOK, KOTOpasi He MOKeT ObITb 3aduMKcuMpoBaHa C
TIOMOII[bI0 CBETOBOTO MMKPOCKOIA, HO OOHapyXuBaeTcsi Ooree
TOHKUMU MeToJaMu MCCIenoBaHms, BBISIBJISTIOIMMU 1
JIeiIKeMUYeCKYI0 KJIeTKY Ha 104_6 UCCIeyeMbIX.

IInToreHeTnyeckass pemMucCusi — O5TO MOJHAsA  KJIMHUKO-
reMaTosiormueckas pemuccus, Tmpu Kortopoit mertogom FISH
(uccemoBaHue MeToAoM (PIIyopeclieHTHOM ruOpuamu3aumu in situ) He
BBISIBJISIETCS CJIMBHOM reH PML-RARA.

IIuToreHeTMYECKMUI1 peuuUaUB — IOBTOPHOE MOsBjIeHue reHa PML-
RARA, onpedenswueecs memodom FISH, Ha ¢oHe coxpaHsioleiics
KJIMHUKO-TeMaTOJIOTMYeCKO PeMUCCUN.

MonekyisipHasi pemuccusi - 3TO TIOJTHas KJIMHUKO-
reMaTojioTMyeckasi peMuccusi, IMpU KOTOpPOil He OOHApPY>KUBAIOT
VICXOIHO OIIpenesiBIIMIACSI MEeTOAOM IOJIMMepPa3HO-1IeITHOM peakuumn
XMepHbIit TpaHCKpUNT PML-RARA nipu 4yBCTBUTENIBHOCTU MeTOAA
1074

Moieky/IsSIpHBIN peuuauB — MOSBJIeHVEe VCXOOHO ONpenesaBuIerocs
xyMepHoro TpaHckpurnrta PML-RARA B AByX MOBTOPHBIX aHa/IM3ax
(IpoBeeHHBIX C KOPOTKUM MHTepBajoM BpeMeHUu — 7—10 mHei) Ha
doHe coxpaHsIOlIeiics KIMHUKO-TeMaToJIOrMUeCcKoil peMMCCUN.

TpaHCIUIAHTAUSA TeMOIIO3TUUYECKUX CTBOJIOBBIX KJIETOK — IIO[,
3TUM TEepPMMUHOM OObeIVHeHbl TPaHCIIAHTALMS TeMOMNO3TUYeCKUX
CTBOJIOBBIX KJI€TOK KOCTHOI'O MO3Ta, Nepudepmuueckoir, MyrmoBUHHOM
(TUtaLleHTapHO) KPOBMU.

O6mast BBDKMBAaeMOCTb. [IJis1 ee OLIeHKM aHAJIM3UPYIOT BpeMeHHbIe
rmapaMeTpbl BCeX MallMeHTOB, BKIIUYEHHbIX B MCC/IedOoBaHue. AHAIN3
ocyllecTBasaoT Mertomom KamaHa-Maiiepa. Toukoii — oTcuera
SIBJISIETCS JeHb Hauaja Tepanuu. CoObITMEM CUMTAETCS TOJIbKO CMEPTh
MallMeHTOB OT JII00O¥V NpuuMHbI (paHHSST JIeTAJIbHOCTb, CMEPTh B
TIepMOJ, PEMUCCUH OT JII000¥ IIPUUNMHBI, CMEPTh B IIEPUO, PELIMIVBA).



Be3spenuauBHasas BbDKMBAEMOCTb. [Ipu ee aHanmMse YUYUTHIBAKOT
IaHHbIe TOJbKO TeX IMallMeHTOB, Y KOTOPbIX Obljia JOCTUTHYTA TTOTHAS
peMmuccus. AHaiIu3 OCywecTBasoT Metonom Karmana—Maiiepa.
Toukoli oTcueTa cuMTaeTCs OaTra OOCTVMKEHUSI MOJHOW PeMUCCUMN.
COOBITUSIMM CUMTAIOTCS PELUUAUB U CMepThb OT JitoOo¥ MpUUMHBI (B
repuos, KOHCOMUOAUUMM WM TIOANEPKUBAIOILErO JieYeHus, OT
peuuauBa, B IEPUON PEMUCCUM OT APYroil MPUYMHBI, Hampumep

Cynumaa).

BeposiTHOCTh COXpaHeHMs IIOJIHOV pemMuccuu (OOpaTHOe OT
BEPOSITHOCTU pa3BUTUA peuuamusa). [Ipu oieHKe BepoOsATHOCTU
COXpaHeHMs TIOJIHOM peMUCCUM YUUTHIBAIOTCSA NaHHbIE TOJNBKO O TeX
MalyeHTax, y KOTOPBbIX IOOCTUTHYTA T[IOJHAsl peMucCus. AHanus
ocyllecTBasaoT meromom Kammana—Maiiepa. IIpu 3TOM TOUYKOM
oTcyeTa CIYXUT JaTa AOCTVMKeHUsT TOonaHOI pemuccuu. CoObITHEM
CUMTaeTCs TOJbKO peluauB 3aboseBaHMs, CMePTb IIPU IIOJTHOI
PEMUCCUN CUMTAETCS LeH3ypUupoBaHMeM. TakKe LEeH3YPUPYIOT BCEX
MalMeHTOB, KTO XUB IIPU MOJHON peMUCCUM B MOMEHT IIPOBeaeHMs
aHaamu3a.

BeccoObITHUIIHAsE BBDKMBAEMOCTh. JTOT [I0Ka3aTeslb OLIEHMBAET BCE
COOBITUSI (HEeIOCTMKEeHMe TOJHOI peMMCCUM MOocC/Ie UHIYKIMOHHOTO
Jramna, CMepTh B MHOYKUUU, CMEPThb IIPU MOJTHON PeMUCCUU, CMEPTh
OT JIIOOBIX APYTUX IIPUUMH, PELIMAUB 3a00/1eBaHMsI) Y BCEX IallIEHTOB,
BKJIIOUEHHBIX B aHAJIM3, C MOMEHTA Hayajia Tepamnnm.

VHAYKIMA peMUCCUM — Tepuoj, HauvyaJbHOTO JieueHMs, IIeJbio
KOTOpPOTO SIBJISIIOTCSI  MaKCMMajbHO OBICTpOE U  CYIeCTBEHHOe
yMeHbIIIeHMe OIyXO0JIeBO MAacChl M MOCTIDKEHME ITONIHOM peMuccum
(06b1yHO 1-2 Kypca). IMeHHO B 3TOT Iepuoj Ha hoHe MpuMeHeHUs
IIUTOCTATUYECKUX CPEeACTB KOJINYECTBO JeKeMUUEeCKUX KIeTOK B
KOCTHOM MO3re ymeHblaeTcs rpumepHo B 100 pa3, T. e. B MOMEHT
KOHCTaTalUy IIOJTHOM PEMUCCUM B KOCTHOM MO3re MOPGOJIOrMUecKu
ompepesnsieTcs <5 % OITyX0JieBbIX KIeTOK.

KoHconmumanuss peMMCCHMM - BTOpPOIl 3Tal Tepanuyu OCTPOro
IIPOMMEJIOLUTAPHOIO JIEK03a, SIBJISeTCS IepMoIoM 3aKperieHus
IOCTUTHYTOTO IIPOTUBOOITYyX0aeBoro sddekra.

IIpoTuBOpeAMBHOE WUIN Mo iep>KuBaloiiee JiedeHue.
[IpomoiskeHne LUTOCTATUUYECKOTO BO3AEICTBUSI B TeUueHMe OBYX JIET
oT OKOHYaHUS MHIYKIMY/KOHCOMUAAINAMN. [TousiTUA



MOJIIeP>KMBAIOIIEro JieYeH)sI He CyIIeCTBYeT B IporpamMmax JeueHus
MEPBUYHBIX OOJbHBIX OCTPBIM ITPOMMEIOIUTAPHBIM JIEIKO30M
MBIIIbSIKOM TPUOKCHUIA.

IIpobunakTka wWin — T[OpM  HEOOXOOAMMOCTU — JIEUEHUe
HelMpoJIefikeMU M SIBJISIeTCS] TIPUHIUITMAIbHBIM 3TAIlOM IIPU JIleYeHUU
MaIIEHTOB C OCTPBIM IIPOMMEIOIUTAPHBIM JIEAKO30M 3 I'PYIIIILI
BBICOKOTO pUCKa. DTOT ISTaIl pacIpenesnsieTcsi Ha BCe IePUOMbI
MIPOTPAaMMHOTO JIeUeHUsI — UHIAYKIUIO PeMUCCUM, KOHCOMUIAIINIO U
nofaepkuBaloliee jeueHue.



1. KpaTrkasa mHopmMmanus

1.1. OnpeneneHue 3a00/1eBaHMS UV COCTOSIHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHMI)

OITJI OTHOCSIT K OCTPbIM MMeJIOUAHBIM Jieiiko3am (OMJI), KOTOpbie
MIPeCTaB/SIIOT  CO00Jf  reTeporeHHyl  IPYIy  OITyXOJIEBBIX
3a00/IeBaHMIi CUCTEMbI KPOBM, BOSHUKAIOIIVX B pe3ybTaTe MyTaluu
B CTBOJIOBOVM KJIeTKe-TIpellleCTBeHHUIle reMOIl033a, B pe3yibTaTe
yero MpPOUCXOOUT O0K  IuddepeHUMPOBKM U HAUMHAETCS
HEKOHTpOJIMpyeMast nponudepanms HeaudbepeHLIpyeMbIX
OITYyXO0JIEBbIX KPOBETBOPHBIX KJII€TOK, BLITECHSIOIIMX HOPpMaJlbHbIe.

OIIl mpepncraBiaseT C000Jf YeTKO OYepueHHYI0 HO30JI0TMUECcKYIo
dopmy B pamkax OMJI c HaCTOJBKO XapaKTePHbIMM KJIMHUKO-
J1ab0OpaTOPHBIMM IIPU3HAKAMMU (TUNMYHAST MOPQOJIOrUsT OITyXO0JIEBBIX
KJIeTOK, TSKEeJbIA reMopparuyeckuit CUHOPOM, TeMaTOMHBIN TUII
KPOBOTOUMBOCTH, M30BITOUHO aKTMBMPOBAHHBIN (puobpmHonus, IBC-
CMHAPOM, OOBIYHO — JIEMKOIIeHMSs), UTO MAMAarHo3 II0pOii MOKHO
YCTAaHOBUTH, OCHOBBIBASICH JIMIIIb HA KIMHUYECKUX MPOSABIeHUSIX. Tem
He MeHee MMeHHO 3TOT BapuaHT OMJI TpebyeT KecTKOi
BepuduKaLyy AMario3a MoJIeKylIsIpHO-TeHeTUUeCKMMM MeTOIaMMU.

OTo 00yc/IOB/IeEHO TeM, UTO MMeHHO ¢ OILJI cBSI3aHO OOHO M3 CaMbIX
MIPUHIIUIIMAIbHBIX OTKPBITUMII B 00JaCTM OMOJIOTUM  JIeITKO30B:
obHapykeH ¢peHoMeH AubdepeHIMPoBKY 61acTHBIX KieToK OITJI mon
BO3JENCTBMEM JepUBATOB PETMHOEBO KUCIOTbI —  13-1uc-
peTMHOEBOM, MOJTHOCThIO TPAHC-PETUHOEBOI (TpeTMHOUH™*, ATRA™),
9-1uc-peTHOEBOI KUCAOThI. MiMeHHO ATRA** crana mepBbIM Tak
Ha3blBaeMbIM TapreTHbIM IipernapatoM. I[IpumeHeHue ATRA*™*
PEeBOJIIOLIMOHHBIM 00pa30M M3MeHUI0 ucxonbl Teparnuu OITJI.

[Tocne nosiBnenust ATRA** apceHan natoreHeTuueckux 3GHeKTUBHBIX
MeTOIOB Tepanuyu ObUI pacliMpeH 3a CuYeT MbIIIbIKa TPUOKCHUIA
(ATO), sBngiollerocsi, BeposiTHee BCero, OOHMM U3 Hauboee
aKTUBHBIX OMojormueckux cpencrs B Jjeuenuu OIUI. U yke He
BbI3bIBae€T COMHeHMUSI TOT (akT, yTo OIIJI MOTYT OBITH M3/I€UEHBI TaXKe
6e3 IpuMeHeHM s IIUTOCTaTUUEeCKUX ITpernapaToB.



Jleuenne OIUI ocBelmiaeTcsl B TEKCTaX HALIMOHAJIbHBIX PeKOMeHOaluii
CIIIA u BenukobpuTaHum, IOCBsIIeHHbIX Tepanuu OMJI, KOTOpbie
BK/IIOYAIOT JIMIIb HEKOTOpPble KOHKpPEeTHbIe ITYHKTBI, Kacaroluecs
tepanumu OIUL. B 2009 r., a 3atrem u B 2019 r., eBpormeickas
opranmusainusi LeukemiaNet, 06beIMHMB MeXKIYHAPOIHbBIX 9KCIIEPTOB,
paspaborana eBpoIlelickue peKoMeHpauuyu 1o Jjgedenuio OIIJI,
OCHOBAHHbIE KaK Ha pe3yjbTaTax YKe IMPOBEeIeHHbIX MCCIeqOBaHUM,
TaK M Ha MHEHMAX BeOylux 3KcreptoB [1]. Poccuiickas
MCCIe0BaTe/IbCKas IPyIIna 1o jieueHuto octporo Jyaerkosa (OJI) ¢ 1997
r., korma ATRA** cTrasma OCHOBHOJ 4acCThl0 MPOTPAaMMHOIO JIeUeHUS
OIlJI, mpoBejia HECKOJbKO MPOCIEKTUBHBIX MHOIOLIEHTPOBBIX U
OOHOLIeHTPOBBLIX uccilegoBauuii 1o JeyeHnuw OIJI [2]. OmnseiT
POCCUIICKMX TeMaToJIOTOB M MeXAYHapOoOaHble ITyOaMKaIlluM CTaIu
OCHOBOJ TmpencrasisieMblx HalMOHaJIbHBIX peKOMEHIAlMil  II0
sneyenunto OIUT B3pOC/IbIX.

1.2. 3THonorusa u naToreHes 3ad00jieBaHMUs UJIN
COCTOSIHMSA (TPYIITbI 3a00/1IeBaHUI VIV COCTOSTHMIT)

Otuonoruss OILJI B 6ONBIIMHCTBE C/IydyaeB HeM3BeCTHA. B mociegHue
rofibl OIMChIBAETCs BCe Oosblie cayyaeB BO3HMKHOBeHMs1 OITNI kak
BTOPUYHOTO JIeiKo3a, CBSI3aHHOT'O C MpelecTBYIOLIen
xummorepanueit (XT) u obayueHueM. bBosbliiie MHOTOIIEHTPOBbBIE
UCCIIefOBAaHUS CBUIETENbCTBYIOT O TOM, 4YTO BTOpuuHbI OIIJI B
OONBIIMHCTBE C/IydyaeB BO3HMKAEeT He I[I03[Hee Tpex JeT Tocie
3aBepuieHuss XT 10 TIOBOAY IIEPBUUYHOIO OHKOJIOTMYECKOTO
3a00/1€eBaHMs MHIMOUTOpaMM TorousoMepasbl Il (aHTpaUMKIMHBIL,
WIM MUTOKCAHTPOH™*, pexe stomosun™™). YV 57 9% mnanmueHTOB
TIepBUYHON OITyXO0JIbI0 ObLI paK MOJIOYHOJ sKeje3bl, Jajiee CaeqyioT
HEXOIKKMHCKME JuMEGOMbBI, 3HAUMUTEIbHO pexke - JauMdoMma
XomkknHa. CpenHee Bpemsl OT 3aBeplIeHMS] Tepanuyu [0 MOBOLY
IIePBUYHOM OIyXOJU OO MOMEHTa OMArHoCTuKuU BTOpuUYHOro OIIJI
cocrapisier 24 mec (oT 15 mec mo 8 ner). [lo mepe yBenuueHUs
arpecCMBHOCTU XUMUOTEpPaArneBTUUYECKOTO BO3/1eiCTBUS
YBE/IMUMBAETCSI BEpPOSATHOCTh pasBuTusg BrTopuuHoro OIlJI, kKak,
BIIPOYEM, MOXET YMEHbIIATbCSI ¥ BpeMEeHHOM MHTEepBaJl OT MOMEHTa
3aBepiieHus XT 0o BosHukHoBeHus1 OJI.

MHTepecHO OTMETUTb, UTO OIMCAHbI IIPOMMUENIOIUTAPHbIE OJIaCTHbBIE
KPM3bI XPOHUYECKOTO MMEJIONeKo3a.



1.3. dnuaeMmuoaorusa 3ad0o0jieBaHus MJIU COCTOSTHUS
(rpymnbl 3a00/IeBaHUI WJIY COCTOSTHMIA)

WctunHag yacrorta BO3HUMKHOBeHUs OIIJl Hen3BecTHa, MOCKO/IBKY B
peructpnsl 3aboneBaemoct OIIJl BHOCAT BMeCTe C OPYTMMHU
BapuanTtamyu OMJI. Cunraercs, utro OILJI BcTpeuaeTcst B 5-15 % Bcex
cryqaeB OMJI. 1 eciu B 2005 1. B CIIIA mpearmosnaraemasi 4acToTa
BO3HUKHOBeHMs1 OMJI oueHuBanach kak 11 930 ciayyaeB B ropm, TO
BeposiTHas yactora auarHoctuku OIIJI cocrasisieT 600-800 ciyyaeB B
roz [1,3,4].

CyllleCcTByeT  HECKOJbKO  OTJIMYMIA B SIUIEMMUOIOTUYECKUX
xapakTepuctukax mexkgy OMJI u OIIJI, oco6eHHO 3TO KacaeTcs
BepOSITHOCTU BO3HMKHOBeHMs OIIJI B 3aBUCUMMOCTHM OT BO3pacTa. Tak,
st OMJI BepOSITHOCTh BOSHMKHOBEHMS ITOCTEIIEHHO YBEJIMUYMBAETCS
MPONOPLIMOHAIBLHO BO3pacTy A0 55 jieT, a 3aTeM OTMeuaeTcsl pe3Kuit
9KCIIOHEeHIMaAbHbIA  pocT 3aboneBaemoctu. IIpm OIIJI  sra
3aKOHOMEPHOCTD He BBISIBJISIETCSI. Xot4 3abosieBaHMe
IVMArHOCTUPYETCS BO BCEX BO3PACTHBIX IPYIIAX, €ro 4acToTa KpaiHe
HM3Ka y nmauyueHToB B Bo3pacte 1o 10 net. B BospacTHoM rpymre oT 0
mo 17 net yacrora OIUI cpenu Bcex cimyuyaeB OMJI cocrasisier 34 %. B
Bo3pacte oT 10 mo 20 sieT BepoOSAITHOCTb BO3HMKHOBeHMs OIIJI
TOCTEeNeHHO BO3pacTaeT, 3aTeM HabJomaeTcs IIaTo 10 Bo3pacrta 60
JeT, TIocjie 4Yero BepOSTHOCTb BO3HMKHOBEHUSI 3abosieBaHUS
CHuKaeTtcs. bonpimiHCcTBO ciiydyaeB OIUI guarHOCTUpPYIOT B BO3pacTe
or 20 mo 60 mer. MemmaHa Bo3pacta Ipu auarHoctuke OIIJI
cocrapisier 38 jsetr. Ilo gaHHBIM POCCUIACKOTO perucTpanyuoHHOrO
uccaenopanus, ImnpoBogumoro ¢ 2006 r. u BrIwuMBIIero 814
nanyeHToB u3 19 mentpos, OIUI muarHocTUpYIOT B 7,25 % ciyuaeB
Bcex OJI B3poC/bIX, M MeAuaHa Bo3pacTa cocTaBJsieT 47 et (6e3 yJyeTa
MAaLMeHTOB [eTCKOTO0 Bo3pacrta) [2]. PeanbHbIX IIOKa3aresnei
3aboneBaemMocT ¥ pacrnpocrpaHeHHoct OIIVI B Poccum He
CYILIeCTBYeT.

1.4. OcO6GeHHOCTY KOAMPOBAHMS 3a00/IeBaHUS WJIN
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)
1o Me>XayHapoaHOM CTaTUCTUYECKOM
Kaaccudukanym 0o1e3Hen 1 pooseM, CBI3aHHBIX
CO 3J,0pOBbEM

C92.4 — oCTpbIit MPOMUETOLUTAPHBIN JIeIKO3



1.5. Knaccudukanys 3a001eBaHUA VIV COCTOSTHUS
(rpymnbl 3a00/IeBaHUI WJIY COCTOSTHMIA)

[TauyenTsl ¢ OIJI mompaspensatoTcs Ha TPYNNIbI PUCKA B 3aBUCUMOCTU
OT J1abOpaTOpPHBIX IIOKa3aTejeil oOIIero aHaaus3a KpOBU IIpU
MaHudectauyuyu 3aboneBanus [1,2,4]:

e TpyIilia HU3KOTO PUCKA: JIeMKOUMTHI <10 x 109/11
e [pyIINa BBICOKOTO pUCKA: TEMKOUUTHI >10 x 109/n

1.6. Knuamnyeckass KapTuHa 3a00/IeBaHMs UIN
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUI MJIM COCTOSTHMIT)

OcTpblii TTpOMMUENTOIUTAPHBIV JIEelKO3 IIpefCcTaB/isieT C000i UYeTKO
OUYepUYEeHHYI0 HO30JI0TMYeCKyl0 (OpMy C HACTOJbKO XapaKTepPHbIMMU
K/IMHUKO-71a00paTOPHBIMM IMIPU3HAKaMM (TUIIMYHAST MOPQOIOTHS
OITyXOJIEBBIX  KJIETOK, TSDKEJIbIA TremMOpparuueckuii  CUHAPOM,
reMaTOMHbI/ TUI KPOBOTOUMBOCTM, M30BITOUHO aKTMBMPOBAHHBIN
dbubpuHonms, JABC-cMHAPOM, OOBIYHO — JIEMKOIIEHMSI), UTO AMArHO3
IIOPOJ MOKHO YCTaHOBUTb, OCHOBBIBASICh JIMIIb Ha KIMHUYECKUX
nposBiaeHusx. [Ipu atom cymectByoT OIUI, KOTOpble MpOTeKarT He
CTOJIb OApaMaTUYHO: OTCYTCTBYIOT IIPOSIBJIEHUS TeMOpparmyeckoro
CMHApOMa, OOJIbHBIE B TeUeHME HECKOJbKUX MeCSIeB HaO/II0maloTCs
10 TMOBOAY  JIEMKOIIeHUM, yMepeHHOi  TpPOMOOLMTOIEHUMN.
[TposiBneHnss reMmopparmyeckoro CMHApoMa (KPpOBOTOUYMBOCTh eCeH,
TOBBIIIEHHAsA TPABMUPYEMOCTb KOXKHBIX [IOKPOBOB, CUHSIKU, [TIETEXUM,
HepeaKOo KpPOBOTEUEHMS U3 HOCA, KeJIYIOYHO-KUIIIEUHOr0 TPaKTa) Ha
MOMEHT  OMarHOCTUKU uMmerorcs  y 90 % MaLVeHTOB.
lemaTocrieHOMeranus win JuMd@aneHonaTus OnpeAessoTcs MeHee
yeM y 20 % nanueHToB [4].



2. IuarHocTuka

Kpumepuu yCcmaHoeJieHus JuazHo3a/cocmosHus: O1l1
yCmaHaeausawm He3aseucumo Om NPOYEHMHO20 COOePHCaAHUS
O1acmHbIX  KJIEMOK 8 NYHKMame KOCMH020 Mo032d UIU 8
nepucgepuueckoii kposu (IIK) npu Haiuuuu namozHOMOHUUHOL Ons
OITT xpomocomHoti aHomanuu t(15;17) (q12; q11-12) PML/RARa.

2.1. J)Kay1o0bI 1 aHaAaMHe3

MaHupecmayus kauHuueckux nposeneruti OILI conposoxcdaemcs
Hanobamu aHeMuueckoz0 xapakmepa, pazsumuem 2emMoppazuieckozo
CUHOpPOMA PA3IUYHOL UHMEHCUBHOCMU U UH(EKYUOHHBIX OCTOMCHEHUL
Ha ¢poHe HelimponeHuu. JlaHHble NpOSIBNEHUS MOZYm pPa3eumsCcs
0CMpo Wiu NOCMeneHHo Hapacmame.

PekomeHayeTcsl BceM maijeHTam c60p aHaMHe3a M Xajaob mAjis
BepuduKauuy nuartosa. M3 aHaMHeCTUYeCKMX JaHHbIX BBISIBJISTh
CBSI3b C BO3MOKHBIMM TOKCMUECKMMU, IEKAPCTBEHHBIMIU areHTaMu.
Heobxogyum THIATeIbHBINA COOp CeMeifHOro aHaMHesa I
VCKJIIOUEHUSI BPOXKIEHHBIX aHOMaauii, a TakKkKe Ha HaJIuuue
CMOMMHTOB (POAHBIX OpaTheB u/miu cectep) [1-3,5].

VpoBeHb YyOemuTeabHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU JO0KAa3aTebCTB — 5)

2.2. ®usuKajJbHOe 00cjIenoBaHue

PekoMmeHayeTcsT BCceM IaliieHTaM MPOBOAUTb (Pu3uKaJbHOE
obciegoBaHMe, BKIKOUAIOIEe M3MepeHMe PoCcTa M MacChl Tela,
TeMIlepaTypsbl Tejlad, OLLeHKY COCTOSIHMS KOJKHbBIX ITOKPOBOB, KOCTHO-
CYCTaBHOM CUCTEMbl, BBbISIBJI€eHME IIPU3HAKOB TeMOpparnyeckoro
CMHApPOMA, Hajauuue renatocryieHoMerainu, JuMdaneHOmaTun,
Ha/JMuye TMpU3HAKOB MAUCHYHKUIUM CepAlia, Jerkux, IedeHu,
OpPraHOB SHIOKPMHHOM, HEPBHONM CUCTeMbl IJjs BepuduUKaiumu
ouarHosa [1-3,5].

VpoBeHb YyOeauTeNbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTebCTB — 5)



KoMMeHTapum: nposoodsmcs usmepeHue pocma u MAccsl meJa,
memnepamypusl  meJd, OUEHKA COCMOSHUSL KOCMHO-CYCMAasHou
cucmemol, 8blsigJieHUe NPUSHAKO8 2eMOppazuieckoz0 CuHopoma,
Haauuus 2enamocnjeHomezanuu, JaumgoadeHonamuu, HAAUYUS
Npu3Hakos  JucyHkyuu cepoua, JieeKux, NeueHu, OpzaHO8
IHOOKPUHHOUI cucmembl. B cnyuae nosisneHus nanyie3Huix 8blCblNAHULI
Ha Koxyte paccmompems 80npoc 0 Ouoncuu Koxcu (nodo3peHue Ha
IKcmpamedyIpHOe JielikeMUuuecKkoe NnopayceHue).

2.3. JlabopaTopHbIe IMarHOCTUUYECKMe MCCIeI0BaHuUs

V 80 % nayuenmos maHupecmayus 3abonesamus xapakmepusyemcs
JietikoneHuetl (MeduaHa uucaa aetikouumos cocmasnsem 1,8 x 109 /7).
Echu 'y nauuenma 6 momeHm OJuazvocmuku OJI onpedensiemcs
aetikoneHus <1 X 109 /7, 0COOEHHO 8  couemaHuu ¢
2unogubpuHozeHemueti, mo ¢ OonwbWOLl doneli 8epOSMHOCIU MOXCHO
npeononazames npomuenoyumapHsiii eapuam OMJL. Y 15-20 %
nauueHmos 8 debGrome 00J1e3HU BbISA8TIAEMCS JIEliKoUUumo3 (mMeduaHa
83 x 109/.71) ¢ ysenuueHuem yucaa Jjetikoyumos do >150 x 10°/1. 'V
nodasensiouie2o uucaa nauyueHmos (80-90 %) onpedensiemcs aHemus,
npu4em y nos08UHbl U3 HUX KOHUEHMpAayus 2eM02/100UHaA cocmasjisiem
<100 2/n. Y 75 % nauuenmos codepxcaHue mpomOoOUUmMo8 CHUMaemcs
do <50 x 109 /N, JlabopamopHsle NpusHaxku OucCeMUuHUpoB8aHHoO20
gHympucocyoucmozo  cgepmoigavuss  (IBC) u  ucmouweHH020
ubpuronusa onpedensromes y 80-90 % nauueHmos [4].

B 6oavswiuHcmee cayuae8 oduazHo3 moxcem Oblmb 3anodo3peH npu
Mopgponozuueckoli oyeHke JelikemMuueckux Kaemokx. [lna 2mozo
HeobXxo00uMo Noayuums Yyumosozudeckuli npenapam KOCmHO020 Mo032a
(KM) nymem nyukuuu. bnacmuwie knemxu npu OIUI y 6onsiwiuHcmea
nauueHmos npexce 8Ce20 Xapakmepusyiomcs 3HAUUMeabHbIM
10epHbIM NOJUMOPGUIMOM U HaAIU4UeM KPYnHoli ¢uonemoso-06ypoti
3epHUCmocmu, 2ycmo  3anojHsowlell  yumonnaasmy, — 00nbUUM
Konuuecmeom nanouek Ayspa (Kaaccuueckulli 2uneppaHyisipHbli
gapuaum OIUI) [6]. YV 15-20 % nayueHmos 6 yumonaasme
ONyxoJievlX KJAEMmoK O00HaApyHusaemcsi Julllb HECKONbKO MEeNKUX
2PAHY/l UIU OHU He 8blS8JIAIMCs 808Ce, NPU IMOM 6ce 0CMAJIbHble
npusHaxku (KauHuueckue, yumoxumuueckue, yumozeHemuuecxkue) OILI
npucymcmaynom.



Knaccuueckum npusnakom onyxonesoix kiemok OIII siensiemcst oueHo
8bIPAXCEHHAS. UUMOXUMUYECKAs peakuuss Ha Mueaonepokcuoasy
(MPQO), nunudel, xomopas 8vlis8/emcss ¢ NOMOWb CYOaH08020
uepHo20 (SBB), u Ha xnopauemamacmepasy.

PekoMeHayeTCcs1 BCeM IMalyMeHTaM [0 Hayajlla U BO Bpems
neyenus OIDI BeimosiHeHue o6bmjero a”Hanamsa IIK ¢ momcyeTom
JeiKkoMTapHOi GOPMYJIbI U OIIpeeeHMeM UKc/ia PETUKYIOIUTOB
M TPOMOOIIMTOB [JisI BepudMKanuu AMarHosa, KOHTPOJS 3a
JledyeHreM M BbIpaOOTKYM TaKTUKM BeeHMs nanyenTa [1-3,5].

VpoBeHb YyOemuTeabHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)

KommeHTapum: o6wuti ananus IIK (0ocobeHHO uucno aetikouumos u
MmpomoOoyuUmMo8) BbINOJIHAEMCS exedHEeBHO 8 nepsvle OHU mepanuu
ATRA** 0ns oueHKU pucka 603HUKHOBEHUS1 JugdepeHyupo8ouH0z0
cunopoma ([IC) (npu O6sicmpom yeenuueHuu uucad JelKoyumos
uenecoobpasHo Hauame npogunaxmuxy JC, Odaxce ecnu He O0bL10
UCX00H020 Jielikouumo3a; ypo8eHb mpomoOouumos He 00JxeH Oblmb
<30 x 109 /71, yenesoti ypogeHb >50 x 109 /7), 3amem — uepe3 0eHb—08a
do kKoHcmamauuu pemuccuu. Pa3zsepnymas ¢dopmyna — 2 pasa 8
Heden.

PekomeHayeTrcst 1o Hauasa JjgedeHust OIIJI odas eepuuxauuu
JuazHo3a BCEM MaIMEHTAM BbIIIOJIHUTh IIUTOJIOTMUYECKOEe U
IIUTOXMMUYECKOE MCCIeNOBaHMS OITyXOJIEBBIX KJIETOK B ITyHKTaTe
KM, u BceM OOJIbHBIM ITOC/IE OKOHUYAHMSI IIPOTrpaMMbl MHIYKIUU
peMuccum, B Xole KOHCOMUIAIIMM U TIOAAepsKMBaloleil Tepanun
BBIMIOJIHATh ~ KOHTPOJIbHOE  ILIMTOJOTMUYECKOe  MCC/iefoBaHue
acrimpata KM, oyeHky omeema Ha JieueHue, OUEHKY COCMOSHUS
KOCMHOMO03208020 Kp08emaopeHust u duazHocmuky peyuousa [1-3,5].

VpoBeHb yOenuTeIbHOCTH pekomeHgauum - C (YpoBeHb
IOCTOBEPHOCTM JIOKa3aTeIbCTB — 5)

KommenTapum: y navuuermos ¢ OILI nocne kypca XT Habawdaemcs
dge B0JIHbL 8blX00a U3 azpaHyaoyumosda. Ilepsywd KOHMPOIbHYIO
nyHkyuwo KM cnedyem 6bINOJHAMb He paHee 3asepuleHust 8mopoli
80JIHbl 8bIX00a, 8 cpedHem Ha 30-ii deHv nocne 3asepuieHust kypca XT.
bonee paHHuti ananusz nynkmama KM moxcem npusecmu K JIO¥HOMY
nodcuemy npoyeHma OAACMHBIX KJAEMOK —  NPOO0OIMAUUX
JdugpepeHyuposamocst onyxoneevix Kaemokx, Komopwie uepe3 7-10
OoHeli nonHocmsio ucue3Hym u3 KM. Taxkum o6pa3om, nepsas
koHmpoavHas nyukuuss KM ocywecmensiemcs 8 cpedHem Ha 30-1i deHb



nocne nocnedvezo 8gedeHus udapyouyuHa** (mo ecms Ha 36-40-ii
JdeHb 0m Hauana Kypca) uiu npu OKOHUAMeNbHOM 80CCMAHOBJEHUU
nokasamenneti I1K.

YV nayuenmos, uHoyKyuoHHoe jieueHue Komopwvim evinontHsom ATO 6
couemaHuu ¢ ATRA** onucaHHasi 8vlule  3AKOHOMEPHOCMDb
omcymcmeyem. IIpu npumereHuu ATO y 6016UL020 UUCIIA NAYUEHINO8
8 meueHue nepevix 2 Hedeslb mepanuu ommeuaemcsi NOCMeneHHoe
yseauueHue uucaa Jeuxkoyumos 6 IIK (netikoyumo3 Moxicem
docmuzamo 150-180 x 109/11), umo npu omcymcmeuu KJAUHU4ecKux
npu3sHakos ducmpecc-cunopoma mepanuu He mpebyem. B psde
cryuaes npu Jielikoyumose moxcem Habawodamscs occaneuieckut
cuHopom, mpebyouiuti 06e3601U8aHUSI.

PekoMmeHayeTcsl BCceM MHanyMeHTaM A0 Havaysa JjeuveHust OIJI
BBIITOJTHUTh MMMYHO(QEHOTUIINYECKOE MCCIeIOBaHMEe OITyXO0JIeBbIX
KJIeTOK B IyHKTaTe KM /i MOBBIIIEHUSI TOYHOCTU AMATHOCTUKU
OIlI [1-3,5,7].

VpoBeHb YyOeauTeNbHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

KoMMeHTapum: uUMMYHOQEHOMUNUPOBAHUE C UCNOJIb308AHUEM
MHO20Y8eMHOU  NPOMOUHOU Yumomempuu Moxem Nnoevblcumop
mouHocmos mopgonozuueckux uccnedosauuti OIUI, HO He s6a5emcs
KaouesviM memodom duazHocmuku. Kax npasuno, PML/RARA-
nosoxcumesnbHole ONACMHble KAemKU UMernm uMmyHogeHomun,
AHAI02UYHBLT HOPMAJIbHBIM npomuenouumam (CD34—/+
2emepozerHulii, CD117—/+ dim, HLADR—/+ dim, CD13+/++, CD11b-).
Tem He MmeHee 6 omjauuue o0m HOPMAJIbHBIX NPOMUENTOUUMO8
PML/RARA-no0xumesibHble NPOMUEOUUMbL UMEIOM KpatiHe HU3KULI
ypogeHv CD15 (CD15-/+ dim emecmo CD15+++). baacmHbie Kiemxu
npu zunozpatynaapHoti (eapuarnmoti) ¢opme OIII (M3V) uacmo
Koskcnpeccupytom  T-nuHetiHole mapkepsl, makue kak CD2,
COBMECMHO C MuenoudHsiMu mapkepamu, makumu kak CD13 u CD33.

PexomeHayeTcsT BCceM IlauMeHTaMm [0 Hauvana JjedyeHus OIIJI
BBITNIOJIHUTh LUTOr€HEeTUYeCKoe MCCaegoBaHMe, a Takxke s
IIOTyUYeHMsI OBICTPOTO OTBETA O HAJMYMMU XMMepHoro rena PML-
RARA — onpepnenenue skcrpeccuu pML-RAR-a (KonnyecTBeHHOe),
MOJIEKYJISIDHO-TeHeTUUYeCKoe uccaefoBaHne MmyTtauuii B reHe PML-
RARA metomom TP pas BepuduKauy AuarHo3a 1 BhIIIOJTHEHNS B
JaJIbHENMIIIeM MOHMTOPMHIa MMHMMAIbHOM OCTAaTOYHON Ooje3Hu
(MOB) [1-3,5].



VpoBeHb YyOenuTeabHOCTM pekoMeHaamuu - C (YypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

KommeHTapun: ace ciyuau Ol YCMAHOBIEHHO20
Mopgonozuteckumu U Yumoxumuueckumu memodamu ucciedosaHusl,
donxcHbl Obimb noomeepicoeHsl memodom ITLIP unu FISH 8 momeHm
ycmaHoeeHusi oduazvo3a, mak kak 6 5-10 % cnyuaes npu
omcymcmauu kaaccuueckoii t (15; 17) obHapyx#cusaemcss mpaHckpunm
PML-RARA.

Jna duaznocmuku OITI kpaiive HeobXooumwviM sesiemcst 6vicmpoe
yumozeHemuueckoe noomeepxderue duazHo3sa. Iockonvky
a¢pekmusHocms mapzemHozo JieueHust Ha 0CHo8e pemuHOUd08 u/unu
NPOU3B00HBIX MbIWUBSAKA CMPO20 3A8UCUM OM HAAUUUSL XUMEPHO20
2eHa PML/RARA, zeHemuueckue noomeepicoeHue ouazHo3a s18;15emcs
00s13amenvHbIM 80 8cex cayuasix. B 1977 2. J.D. Rowley u coasm. 0vL10
dokasaHo, umo npakmuuecku 80 8cex cayuasx OIT/I o6Hapyxcusaemcs
t (15; 17) (q22; q12-21) [8]. B pe3ynomame 3moii mpaHcaokayuu 2eM
npomuenouumapHoz2o Jetikoza (PML-z2eH), pacnoyioxiceHHslll HaA
Xpomocome 15, nepeHocumcsi Ha ONUHHOE Njeuo Xpomocomsl 17 8
obnacme, 20e Haxooumcsi 2eH anva-peuenmopa pemuHoesol
Kuciomol (3my mpaHciokayuilo OMmMHOCIM K 2pynne peyunpokHblX,
cOanaHcupoB8aMHblx, UMo o3Hauaem, Umo 2eHemuuecKuli mamepua.i He
ympauueaemcss u nepeoaemcsi ¢ 00HOU XPOMOCOMbl HA Opyzyl. B
pe3ynomame t (15; 17) nosiensemcsi 2 CIUBHbIX AHOMAJbHBIX 2€HA:
PML/RARa Ha depusame xpomocomwl 15 u RARa/PML Ha depusame
Xpomocomol 17.

T'enemuueckoe nodmeepxderue duazHo3a 00NHCHO 8bINOJIHSMBCA, €CU
803MOMHO, Ha OnACMHbIX KJAemKax, nojayueHHsix u3 KM.
Hoenmudukayus OIUI-cneyuguueckux 2eHemuueckux noJOMOK 8
OJIACMHBIX KJIEMKAxX 0Cyulecmeisiemcs Ha ypoe8He aHalu3d XpoMocoM,
IHK, PHK u xumepHoz20 0OenKa C UCNOJb308AHUEM CMAHIAPMHO20
Kapuomunuposauusi, ¢yopecuenmtoti in situ eubpududauuu (FISH),
nonuMepasHo-yenHoli peakyuu ¢ obpamuoti mparckpunmasoti (OT-
IIIP) unu aumu-PML MOHOKJIOHAJIbHBIX aHmumern.
CoomeemcmeeHHo, Kaxcovlli u3 Memodos umeem c8ou npeumyujecmsa
u Hedocmamku.

Kapuomunuposanue Ha G-oKkpawleHHblx Memagasax, nogyueHHslx U3
0bpasuos KM, evinonHsemcs 00bIiUHbIMU MemModamu Ha npsamoii 24- u
48-uacosoii kKynemype. Hecmompss Ha 8bICOKYH cheuupuuHocmo,
uumozeHemuueckuii avanu3 00poz, OmMHUMAem MHO20 BpeMeHlU,
Hyx#daemcs 8 memadga3sax xopouiezo kauecmaa (nomepu 0o 20 %) u no



onpedesieHUI0 He 8 COCMOSHUU 00Hapyxums cayuau, koeda PML/RARA
saensiemcsa pe3yibmamom — mdAkK  HA3blédemol — KpunmozeHHOU
nepecmpotiku (J10#HO OMpUyamesibHbulli pe3yibmam).

Omom memod noseosisem  00HApyx#usamo  OONOJHUMENbHbIE
XPOMOCOMHble hepecmpoliku, HO OHU HEe UMewm CyuwecmeeHHO020
npozHocmuuecko2o 3HaueHust npu OIUI. IJumozeHemuuecKuli aHaiu3
Moxcem 6bimb nosneseH 8 mex cayuasx OIUI, kozda cuHme3 XUMepHo20
oenka PML/RARA He ocyujecmeisiemcs. CmandapmHas
UumozeHemuKa makxxce Moxem cnocoocmeosams 8buisi8JIeHUN peoKux
gapuanmos OILI 6 mom uucne ct (11; 17) (q23; q21), t (11; 17) (q13;
q21) u t (5; 17) (q35; q21), npusodauiux K CuHme3y XUMEPHbHIX
npodykmos  PLZF-RARA, NuMA RARA u NPMI-RARA
COOMBEMmMCMEEeHHO, a Makxxe Opy2um, ONUCAHHBIM COB8CEM HEOaBHO.
FISH-ananu3z Ha PML/RARa 8blnoHAemcsi C UCNO0J1b308AHUEM
(ryopecuyeHmHwvIX 30H008. Xomsi 8 HEKOMOPwbIX cayuasx obpasuyst TTIK
NnpuzooHsl 0N UCCNE008aHUSL (8 UACMHOCMU, K020a4 HA MOMEHM
ycmaHosieHus duazHo3a umeemcs eunepaetikoyumo3s), FISH-aHanu3
Jyduie  8vlnonHAMs  Ha  obpasuyax KM. Omom  memood
gvlcokocneyuguueH, obaadaem 00CMAMOUHOU Hy8CMBEUMENbHOCMbIO,
HAMHO020 Oewesne U MeHee Mpy0oeMOK, uem KapuomunuposaHue.
OdHako FISH He Jdaem Hukaxoli uHpopmayuu 06 u3ogpopme
xumepHozo mparckpunma PML/RARA, xkomopwlii Heobxodum 015
ocyulecmesieHust MoneKkyaspHo2o moHumopuxza MOB.

Tem He wmenee FISH wmoxem Obimb nose3ed 6 OJuazHocmuke
npednonazaemoix cayuaes OILI, npu Komopwvix He 8bls8715emcs
xumepHuviii mparckpunm PML-RARA. Tax, FISH-uccnedosaHue
Moxcem 8bul18ums peapaHucuposxky 2eHa RARA, kKomopelii Moxcem
Obimb napmuepom 0pyz020 — He PML-z2eHa.

B KnuHukax, 6 KOMOpbIX Hem  B03MOMCHOCMU  B8bINOJIHUMb
uumozeHemuueckoe  uccnedosavue,  O0uazHo3  O0oHeEeH — OblMb
noomeepxen 8 pegeperc-rabopamopuu. Obpasust KM unu IIK
doncHbl bbb docmasJieHsl 8 1ab6opamopuio 0o Hauaia mepanuu.

OT-IILIP-ananu3 PML-RARA npogodsm Ha PHK, ewsideneHHOU u3
kniemok KM, xomsi XumepHwlli mMpaHcKpunm, Kaxk npasuo, JiezKo
onpedensemcsi u 6 IIK Odaxe 6 cayuasx ¢ nelikoneueti. OT-III[P-
aHanu3 015 8vlaseHus xumepHozo npooykma PML-RARA 6vin co30aH
u cmandapmu308aH 8 pamkax mexcdoyHapooHoti koonepauuu. OT-I1LIP
A6/11€MCA «30J10MbIM CMAHOapmom» 01 noomeepxcoeHus ouazHo3a
OITI. BaxHo, umo NOMUMO 8bICOKOU  cneyuguuHocmu U
uy8cmeumenbHoCmu OH onpeodessiem pAacnojlioxeHue mouku paspsvléd



PML, ycmaHasénueas mem camviM Mapkep O C1edyouwezo
MoHumopuHea MOB. OoJuako manoe koauuecmeo PHK (u, xak
cnedcmeue, JIOXHOOMpUYAMesvHblll pe3ysibmam), KOHMamMuHauus/
apmegakmel  (OHCHONOJNIOMUMENIbHBIL  pe3ybmam), a makxie
OMHOCUMENbHO ONumenvHslli hepuod nodzomosku npob (okono 2
OHell) A87110MCsl OCHOBHbIMU Hedocmamkamu 3mozo0 memoda. Kpome
mozo, OueHb  HelamenbHo, UmMobObl  OdemeKyur  XUMEpPHbIX
MpAaHCKpunmo8 u MOHUMOpUH2 00pasyo8 nposoduiu 8 pegepeHc-
Jabopamopusix C XOpowlo O0O0yYeHHbIM NepPCOHANOM U OO0NbUUM
ONbIMOM.

Onpedenenue monexynsipHozo sapuauma OIL/I (PML-RARA, PLZF-
RARA, NuMA-RARA, NPM-RARA u 0dp.) moxcem noockasame,
uyscmeumesivHul Jiu 0nyxoseevle Kjaemku K o3sdeticmseuto ATRA™* u
molwwbsika. Bapuanmet OIINI ¢ PLZF-RARA-0HK02eHOM  NJl0X0
omeeuarm Ha mepanur pemuHoudamu.

PekoMmeHayeTCsI BceM ManmMeHTam [0 Havasa jedyeHus OIUI (c
1IeJIblI0 YTOUHEHUS BapuaHTa MyTaluu) u Bo Bpems JyieueHuss OILJI
(oyst BBITIOJTHEHU S MOHUTOPUHTA MODb) poBeeHne
MOJIEKYJISIPHOTO MCCIeqoBaHus TpaHCKpUNTOB reHa PML-RAR« ber-
1, ber-2 u ber-3 B KM [9,10].

VpoBeHb YyOenuTeabHOCTU perkoMeHaauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB — 4)

Kommenmapuu: 6 KnuHukax, 6 KOmMOpblx Hem B803MOXCHOCMU
8bINOJIHUMb MOJIEKYJIIPHOE Uccnedosamue, OuazHo3 00JxeH Oblmb
noomeepxden 8 pepeperc-nabopamopuu. Ob6pasupvt KM unu IIK
donxcHbl Obimb docmasjieHsl 8 Jabopamopuro 00 Hauaaia mepanuu.
Bapuanmut mpauckpunma PML/RARa (berl, ber2, ber3) u akcnpeccus
mparckpunma RARa-PML cnyxcam mapkepamu 01 MOHUMOPUH2a
MOB npu OIT/I c t (15; 17), HO He onpedensiom npozHO3 3a001e8aAHUSL.

PekoMeHayeTcs BCeM MalieHTaM 0 Hauajia ¥ BO BpeMs JIeUeHMsI
OIl/l B xome Tepanmmy IHpOBedeHME aHaaM3a OMOXMMUUYECKOTO
aHajM3a KpoBu (061IMii 6e/oK, afbOyMMUH, MOUYeBMHA, KpeaTUHMH,
KaJInii, HaTpuUi, KajablMil, JaKTaTAeruaporeHasa, IeJ0YHas
docdarasa, alaHMHaMMHOTpaHCcdepasa,
acrapraTaMuHoOTpaHcdepas3a, 6MIUPyoMH OOIINiA, CBOOOOHbBIN U
CBSI3aHHbBIN) [OJIs1 OMArHOCTMKM  COIMYTCTBYIOIIEH  I1aTOJIOTUMU
(3aboneBaHMit) M oOIpeneneHMs TAKTUKM COIPOBOAUTEIbHOI
Tepanuu [1-3,5].



VpoBeHb YyOeauUTeNbHOCTM pekoMeHaanuu - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

PekoMeHAyeTCsI BCEM Ial[MeHTaM 10 Hauvaja U BO BpeMsl JIeUeHUs
OIIT B xome Tepamuu MCCIegOBaHME CBEPTHIBAKOIIEN CUCTEMbI
KPOBU (aKmMu8upo8aHHoe uacmuuHoe mpomOonaiacmuHosoe 8pemsl,
MIPOTPOMOMHOBOE BpeMsi, TPOMOMHOBOe BpeMms, GUOpUHOTreH) OJIs1
IVArHOCTUKU COMYTCTBYIOWIEN MaTOJOTMU U OCJIOKHEHMI, a TaKxke
olpeneneHus TaKTUKU COTIPOBOAUTE/bHOM Tepanuu [1,2,11].

VpoBeHb YyOeauTeabHOCTM pekoMeHaamuu - C (YypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5)

KoMMeHTapuu: Yy nayuedmos ¢ maneliwuumu npusHakamu
Koazyjonamuuu Ha 3mane UHOYKUUU pemuccuu 8ce YKA3aHHble
nokasamenu OOJIHCHbl MOHUMOPUPOBAMbC exceOHesHo. Ecnu ecmo
803MOMCHOCMb, 8 CUCMEMY MOHUMOPUH2A UeNeco000PA3HO BKAUUMD
mpom6o3nacmozpacguro.

He pexkoMeHAayeTCA pyTMHHOE MOJIEKYISIPHO-TeHeTu4ecKoe
uccnegoBanme mytanuu reHa FLT3 (fms-momo6Hast TUPO3MH-
kuHa3a-3) B I[IK niamu KM Bcem nanmentam ¢ OII [2,3].

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJIbCTB — 4)

KoMmmenTapumn: mymayuu 6 2zeHe, kKodupywoulem FMS-nodobHyw
mupo3uxkuHa3sy-3 (FLT3), npu OIIUI nabawdawomcs uauie, uem npu
dpyaux OMJT — y 30-40 % nayuenmos. OdHako, xoms FLT3-mymauuu
accoyuuposaHsl ¢ 0osiee 8bICOKUM UUCAOM JeliKouumos 8 MOMEHM
duazvocmuxu OJI, OHU He A8JAOMCA KAKUM-IUO0 NPOZHOCMUUECKUM
(hakmopom u He 0KA3bl8AIOM BJIUSHUE HA 8bIO0P Mepanesmuyeckoli
Maxkmuxku.

PekomeHpgauuu o MoHuTopunry MOb

Bobicokoagppekmustvim memodom duazHocmuku u moHumopurza MOB
npu OIII sensemca memod FISH, uyecmeumenbHOCMb KOMOPO20
cocmaesnsem 1 : 1000, odHako omcymcmeue mapkepa npu 3mom
uccnedosarvuu He o3Hauaem omcymcmeue MOB. Omcymcmeue MOB
gcezda domxHcHO Obimb nodmaepxoeHo memodom ITLIP.

Mounumopunz MOB Heob6xodum 0ns onpedeneHus mepanesmuyeckoli
makmuxku npu OIIJI ¢ camblx paHHUX 3mano8 NoCmMpemucCuUOHHOLII
mepanuu.



HocmuzHymas  monekynsapHas  pemuccus (memod IIIIJP Ona
onpedenieHuss MONEKYISAPHOU pemuccuu 0ONHeH Bbl61Mb HE MeHee
o0HoUl onyxonesoli kaemku Ha 10 molC. HOPMANbHBIX, M. €. €20
uyeCcmeumenbHoCms cocmasJjisiem 10_4) 6719emcsk NPUHYUNUATbHBIM
MmomeHmom 6 yieueHuu OILI, nockonbKy omcymcmeue MOJeKYASAPHOL
pemuccuu  nocie  B8bINOJIHEHUS ~ UHMEHCUBHOU  KOHcoaudayuu
ceudemenbcmeyem o HeusbexcHom peyuduse u mpebyem usMeHeHusl
mepanesmuueckoli makmuxu.

MoHnumopuvz MOB no3eonsem ucnonv3oeams 00see UHMEHCUBHOE
JleueHue y nayueHmos, y Komopulx puck passumus peyuousos evluie, 8
mo 8pemsi KAk Nnpu MeHbUleM pUucke nauueHmam moxem Oblmb
NOHUM(EHA UHMEHCUBHOCMb JieueHUsl, UmoO NO03680JUM YMEHbUUMD
uacmomy HexeamesibHbulX s8A€HUll mepanuu, 8 Mom uucie yacmomy
B03HUKHOBEHLSI BMOPUUHBIX ONYXOJIell.

Ilayuenmam, 'y KOmMoOpwlX nNoOCle 3aeepuleHus KoHcoauoauuu
npodosxcaem onpedenamucs XUMepPHbIT mpauckpunm
(uyscmeumenbHoCms  Memoda 10_4), Heob6XxodumMo npoooNH UMD
UHMEHCUBHYI0 mepanuio ¢ Uenvlo npedynpexcoeHus pas3eumust
peuudusa (uchonv3oeames npenapamsl MblUlbIKA, Npeonazameo
nayueHmy mpaHchalaHmayuo 2eMono3mudeckux cmeosio8blx Kaemox
(TI'CK)).

Iauuenmam, y Komopsix esvisigsieH eo3epam MOB (MmonekynsapHsli
peyudus), He06xo0uMo NPooOAHCUMb U MOOUDUUUPOBAMb mepanuro ¢
uenvbio npedynpexcdeust pazgumus peyuousa. B cryuae parHezo (do
200a IIP) monekynapHozo peuyudusa cnedyem Mooupuuuposams
mepanur (Hanpumep, 8secmu 8 NPOMOKOI uumapabuH ** — npogecmu
npoepammy 7 + 3 ¢ dayHopyouyuHom ** 8 doze 60 m2/M~ 8 couemaHuu c
30-0unesnviM  npuemom  ATRA**  nocmapamscsi — noayuums
MOJIEKYIAPHBLLE omeem U o0s3amenvHO peanusosams npoekm TICK.
IIpu nosdHem peyuduse (om 200a IIP) Ha poHe NOCMOSAHHOTI
noddepxcusarwujeti mepanuu ciedyem mMakxie 8bINOJHUMb KYPC
7 + 3 + ATRA™* (c udapybuuurom™*) c¢ danvHeliuleli NOCMOSHHOLI
nodoepxcusarouwjeii mepanueii.

OnmumanvHoli mepanueii npu passumuu 006020 eapuaHma
MOJIEKY/ISIPHO20 peyudusa s81s1emcsi mepanust MulllbsiKa mpuokcuoom
8 meueHue MUHUMYM 6 mec.

MonexkynsapHuiti MOHUMOPUH2 0COOEHHO 8axceH 8 hepsble 12 mec. nocne
3asepuieHus UHMeHCUBHOU KoHcoaudauuu. ITo Hawum HabaoOeHUIM,
y nooasaawujezo 60abWUHCMBA NAYUEHMO8 MONEKYIAPHAS PEMUCCUS



docmuzaemcs nocae 3 kypcos XT, a 60nbluas 4acmos MONEKYASIPHbIX U/
UIU zemamosiozudeckux peuudusos Habnawdaemcs uepe3 18-24 mec.
nocne docmuxcerus I1IP. Y nayueHmos, KomopuiM UHOYKYusi pemMuccuu
(UP) ocywecmensemcsi ATO 8 couemaruu ¢ ATRA**, monexynsipHas
pemuccus docmuzaemcs 8 nodassiouiem 00J1bUUHCIMEE CyUaes Nocje
1-2 Kypcos, a 8epossmHoCmb pazeumus peyudusa KpatiHe HU3Kasl.

Cmpozocmb 6 8bINOJIHEHUU MOHUMOpPUH2a 6 meueHue 12 mec. nocie
KoHconudauuu (~18 mec neueHus) onpedensiemcst UCXOOHbIM UUCTIOM
Jletikoyumos, m. e. y nayueHmos ¢ Yucaom Jjelikoyumos 8 odebiome
3abonesarus >10 x 109 /1 mapkepot MOB  Heob6x00umo
MOHUmMOpUposams 3HauumesnvHo uauie — 1 pas 6 2-3 mecauya,
NOCKONIbKY 8eposimHocmb  peyudusa y Hux Oosee 8vlcokas. Y
nayueHmos, y komopusix mapkep MOB nepcucmupyem u nocie 3-20
Kypca KOHCOAuoauyuu, HeoOXo0uMo paccmampueams 603MOMCHOCMDb
U3MEHEeHUsl mepaneemuueckoll makmuku (npumeHeHue MblULbsIKdA,
8blNOJIHEHUe  MPAaHCNIaHMayuu  aJjI02eHHbIX  2eMON03MuuecKux
cmeonosvlx  kaemok  (anno-TI'CK)).  MonumopuHz  cnedyem
ocywecmensime Nocjae Kaxdozo H08020 hnocnedyouiezo memoda
go30elicmausl.

IIIIP-ananu3 knemox KM sensiemcsi 6ojiee uy8CmMeUmMenbHbviM, Uem
III[P-aHnanu3 knemox I1IK.

IIpexcde uem npuHumames mepanesmuueckue peuieHus, 0CHOBAHHbIE
Ha OaHHBIX MOJNEKYNAPH020 MOHUMOPUH2d, HEeoOX00UMO NOBMOPHO
noiyuums noJioxcumensHsli pesyasmam IIP-aHanu3a. Ilpuuem,
umoOsl  YMEHbWUMb  8EPOSIMHOCMb  NOJNYUEeHUS!  OUUOOUHBIX
pe3ynbmamos u3-3a Memoouueckux nozpewHocmet uau nymaHuuybl
obpasuos, mparckpunm PML-RARo OonxeH 6visiensamucs hpu
aHanuse ceexcenosiyueHHoix knemok KM. Bce nabopamopuu, Komopbie
nposodssim III[P-aHanu3, Ha OCHOBAHUU pe3ylbmamos Komopozo
usmeHsiemcs mepanusi, 00JIXHbl UMeMb OUEeHb HEeCMKULI 8HYMpPeHHUT
KOHMPpOJIb Kauecmed 6blNOJHEHUsl AHAAU308 U Yudacmeosamsv 60
BHEWHeM KOHMpOAuposaHuu. [ns uckaoueHus owubok 8 duazHose
MOJIEKYNIIPHO20 peyudusa ciedyem 8uinoaHsImMy 00HoepemeHHo FISH-
aHanu3. OO0HOKpamHoz20 evisieneHus mpaHckpunma PML-RARa
memodom IIIIP u noodmeepiodeHUs NOJIOMUMENbHO20 pe3yabmama
FISH-aHnanuszom docmamouHo O YCMAHOB8/IEHUSI MOJEKYSIPHO20
peyudusa. Ecnu omcymcmeyem 803MoxHOCMb 8binonHAmMs FISH-
aHanus, mo noemopHulii III[P-aHanu3 ciedyem 8bvinoiHAMb 8 0oJjiee
paHHue Ccpoku — uepe3 14 OHell nocie NoyueHus Nepebix
NOJIOXHUMEJIbHBIX Pe3yibmamos.



Monumopunz MOB cnedyem nposodums u y nayueHmos 80 emopoti
Mmopdgponozuueckoii pemuccuu OITJI, ocobenHO Kozda ocyuiecmensemcs
nodzomoeka K BbINOJIHEHUI0 MPAaHCNaaHmayuu aymoo2udecKux
2emonosamuueckux cmaeonossvix kiaemok (aymo-TI'CK). 3azomoska
aymompaHcniaHmama 603MOXCHA  MOJILKO  npu  00CMuMeHuu
MOJIEKYNIAPHOLL pemuccuu, nodmeepicdeHHOll 08axbl.

Onpedenenue mapkepos MOB nocie aymo- uau anno-TICK
no3eoJisiem 8vl0upams HeoOX00UMYH mepanesmuueckyro makmuky.
O6Hapymwenue mpauckpunma PML/RARa 6 meueHue 3 mec nocie
TICK yka3vieaem Ha Heu3bexcHOCmMb peuudusda, U 6 YKA3aHHOII
cumyayuu camvim onmumansHoim npenapamom sieasemcsi ATO.

Oiast moHuTopuHra MOB y nauuenTos ¢ OILI B pemuccumn:

PekoMmeHayeTCcsa BCeM IalMeHTaM I[IPOBOIUTL MOJIEKYJISIPHO-
reHetuyeckoe uccienopanme MODB mipu neiko3ax metrogoMm IILIP
KaXIble 2 MeC. B TeUeHle MMepBoro roga jeueHus, 3atem 1 pa3 B 3
Mecslia B TedeHMe 2 JieT II0CJe 3aBeplieHUs KOHCOAMOALUMU
[1,3,4,12-14].

VpoBeHb YyOeauTeabHOCTM perkoMeHaamuii - C (YypoBeHb
IOCTOBEPHOCTH JOKA3aTeJIbCTB — 5)

KomMMmeHTapum: 00/1bHbIM U3 2PYNNbl HU3K020 pucka (netikoyumol 6
debrome 3abonesaruss <10 x 10°/n1) npu docmuxceHuu umu
MOJIEKYIAPHOLl  peMuccuu  MOHUMOPUHZ MOMCHO  OCYyUWeCcmensime
MOJIbKO 8 meueHue Nepeozo 200a JieueHusl.

PexomeHpayeTcst 1Croib3oBatb KM B KauecTBe Marepuana s
onpenenenuss MOB, nmockonbky ucciegoBanne MOB B KM 6oinee
IOCTOBEPHO (BbIllIe YYBCTBUTEJILHOCTD), yeM B [1K [14].

VpoBeHb YyOeauTenabHOCTM peKomMeHaanuiti - C (YpoBeHb
IOCTOBEPHOCTM JI0Ka3aTeIbCTB — 5)

PexomeHpayeTcst OJIs1 MaLIeHTOB C [IIIP-1103UTMBHBIM
pe3y/ibTaTOM, IMOJYYEeHHbIM IT0C/Ie KOHCOMMAAluu, UccaeqoBaHue
KM moBTOpPUTH CITYCTS 2 Hefe/lu (keaaTe/ibHO KakK B MEeCTHOM, Tak U
B pedepeHc-mabopaTopuu O IOAYUYEHMS  He3aBUCUMOTIO
pesynvbrara) [2,4].

VpoBeHb yO0eguTeNbHOCTUM pekoMeHpganuu - C (ypoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)



PekomeHIyeTCcs BCeM TalMeHTaM IMpU TIOOO3PEHUM U [Opu
ycraHoB/ieHHOM OIIJI, a Takke B XOfie Tepanuu € 4acToToi 1 pas B
3-6 MecsIeB MOJIEKYISIPHO-OMOIOTMUYecKoe MCCaeoBaHue KPOBU
Ha BUpPYC MMMyHomeduuuta denoBeka BUY-1  (Human
immunodeficiency virus HIV-1) pnnsa yToOuHeHUSI HeOOXOOMMOCTU
OOHOBPEMEHHOTI0 IIPOBeLeHus IIPOTUBOOIYXOIE€BOM "
aHTUPETPOBUPYCHOI Tepanuu [2,15].

VpoBeHb YyOeauTeabHOCTHM pekoMeHpanuu - C (YpoBeHb
IOCTOBEPHOCTM KOKa3aTeIbCTB — 5)

PekoMeHayeTCsA BCeM Ilalii€eHTaM IIpyU T[OHO3PEeHUU U IIpU
ycraHoB/ieHHOM OIIJI, a Takke B XOfle Tepanuu € 4acToToi 1 pas B
3-6  MecsdleB  BbBIMIOJIHEHME  MOJIEKYJISIPHO-0MOIOTMYECKOTO
MCCeIOBaHMsI KpOBM Ha Bupyc rernaturta B (Hepatitis B virus) v Ha
Bupyc rematura C (Hepatitis C virus) € LeJbl0 YTOYHEHUS pUCKa
peakTMUBaIMM BUPYCHOT'O TeraTuTa U B cJiyuae HeOOXOOMMOCTHU — ee
npodmiakTvku [2,16,17].

VpoBeHb YyOeauTeabHOCTU perkoMeHaauuum - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

PexkomeHayeTcsl BCeM IMauyeHTam npu nomo3peHuu Ha OILJI, a
TaKXKe B Cyyae pa3BUTUSL peluauBa U I10C/e BBITTOJHEHUS ajljio-
TI'CK ompemeneHue OCHOBHBIX Tpymnn KpoBu mo cucreMe ABO u
omnpenenenue aHTtureHa D cucrembl Pe3syc (pesyc-dakTtop) s
BO3MOXXHOCTY BBITIOJIHEHUSI 3aMEeCTUTEIbHOM reMOKOMIIOHEHTHOM
Tepanuy IIPpY HaAJIUUYMM [IOKA3aHUM OO, BO BpeMs WM I10Cje
Tepanuu [2,18].

VpoBeHb YyOeauTeabHOCTM perkoMeHaauuu - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeIbCTB — 5)

PexomeHpayeTcss BceM mauyeHtaMm ¢ penuausom OIUI mocie
IOCTVDKEeHUSI BTOPOI M MOCTEOYIOIINX PeMUCCUII KOHCYIbTALMSI B
TPaHCIJIAHTAllMOHHOM LleHTpe C 11eJ1bI0 orpeeneHus
11eJ1ecO00pa3HOCTY ¥ BO3MOSKHOCTY BBITIOJIHEHUSI ayTO- WM aJljio-
TTCK [1-3,5].

VpoBeHb YyOeauTenbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

2.4. MHCcTpyMeHTa/IbHbIE AMarHOCTUYeCKue
VICC/IeJOBaHUS



Bcem nauyuenmam, y Komopsix nodo3pesaemcsi OuazHo3 0Cmpozo
(npomuenoyumapHozo, 8 uacmuocmu) Jietikoda, OJosxeH Obimb
NnoJiyueH yumoJioeuueckuli npenapam KOCMHO20 Mo032d Nymem
NyHKyuu. dma duazHocmuueckas npouedypa moxem He NPo8ooumscs
(ucknwouumenvHo!) 8 mom cayuae, kKozda Koauuecmeo ONACMHbBIX
kniemok 6 IIK docmamouHo Ons  B8bINOJIHEHUSL MOJIEKYASIPHO-
2eHemuuecKux ucciedosamuli, a y nayueHma pe2ucmpupyemcs
MACCUBHbILl 2emMoppazuveckuili cuHopom 2eMamomHO20 muna, npu
Komopom  J1l06oe  8MewamenbCmeo  Moxem  COnpo8oHOamucs
passumuem Ho8vlX 00BeMHblXx 2emamom. [Insa OITI uckarouumensHo
BAXCHBIM  516/19€eMCsl  NoJlyyeHue adek8amHuozo KOCMHOMO03208020
nyHkmama, mak Kak O00JbWUHCMBo Gopm xapakmepusyemcs
2/1y6oKoli netikoneHuetl.

PekoMeHayeTCs1 BCeM IaliMeHTaM Ha MOMeHT auarHoctuku OITI
U B XO[€e Teparuy BBINOJHATh peryasapHo (ripu gedennn ATO — He
pexke 1 pasa B Hefesto B repuon MHOyKuun pemuccun (UP), nanee
— 1 pa3 B 2-3 Hepgenu) perucTpaumio, pacuindpoBKy, onucaHue u
MHTepIIpeTaluio  sjeKTpokapauorpabudeckux HJaHHBIX  [JIsI
8bls16JIEHUS  U/UMU  MOHUMOPUH2A  HAPYUWEHULl Nnpo8oouMocmu
UMNYNbCo8 8 cepdeuHoll Mbliiye Ol C80€8PEMEHHOU JuazHOCMuKuU
cuHopoma yonuHeHHoz2o QT-unmepeana [19,20].

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 4)

PekomeHpayeTcs Bcem mnanueHtam ¢ OIUI pgo Havama
crienupMUeCcKOli Tepanuu, a TakKKe B XO[e JIeUeHUSI eXXeMeCSIHOe
(C yyeTOM Ha/JIMuMsl COMYTCTBYIOLLENM IMATOJOTUU U KIMHUYECKON
CUTyallMM MOXeT ObIThb 4Yalle), a Takke IMpPU HeoOXOOMMOCTU B
106071 MOMEHT B TeueHMe BCero rnepuojia jgedeHus! BbITIOTHEHUe
sxokapauorpabum Ojasi  OyeHKU (PYHKYUOHANIbHO20 COCMOSIHUS
cepoeuHoti muiuiyst [2,20].

VpoBeHb YyOeauTenbHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

Pekomenayerca Bcem TauueHtam ¢ OIUI  mo  Havana
crielindunUecKoii Tepanuu, B XoAe JedeHus C 4acToToi oT 1 pa3a B
MeCsL, I pexke (C yUeTOM HajlMuus CONMyTCTBYIOLIel NaTONOTUK U
KJIMHUYECKOV CUTyalluu), a TakKe Mpy HeOOXOAMMOCTU B JII000i
MOMEHT B TeUeHMe BCEero Iiepuona JiedeHUs BbIMIOJTHEHME



peHTreHorpadumu u/uam  KoMIibloTepHoii Tomorpadum (KT)
OpPraHOB TPYOHOM KJIETKU [OJISI 6bls6J1eHUs. U3SMEHEHUll J1e20uHOoU
MKaHu u op2amos cpedocmeHus [2,4].

VpoBeHb YyOemuTeabHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJbCTB — 5)

Pekomenayetrca Bcem TanueHtam ¢ OIUI  mo  Havana
crieninduyUecKoii Tepanuu, B Xoze JedeHus C YacToToi ot 1 pa3a B
Mecsl, U pexe (C yUYeTOM HaIUuyusl COMYTCTBYIOLIEN MaTOIOTUU U
KJIMHUYECKOV CUTyalMm), a Takke Py HeOOXOIMMOCTU B JI00OI
MOMEHT B TeuyeHMe BCero mnepuopa JedeHus BbiroaHeHue KT
TrOJIOBHOTO Mo3ra 06e3 KOHTpacTa [JiS BbISIBJIEHUS U/WIN
MOHUTOPUHTA U3MEHEHUI B CTPYKTYypaxX roJIOBHOTO MO3ra [2,4].

VpoBeHb YyOemuTenbHOCTM peKkomMeHaanuu - C (YpoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5)

Kommenrapum: KT z2ono08H020 mo32a npu OITI Hado 8vinoIHAMb
gcem nayueHmam 8 nepevie OHU OUAZHOCMUKU, MakK Kak mo2ym 0bvlmb
OecCUMNMOMHble ~ UHMPAKpavuaibHole  KposousnusiHusi.  Ilpu
nosieieHuu 207108HbIX  Oonell, MeHUH2u3Ma, COHIUBOCMU,
3azpyreHHocmu Ha ¢GoHe mepanuu pemunoudamu KT 2051080l
8bINOJIHSIeMCs ~ 00s3amenbH0, ad  CNUHHOMO032084s1  NYHKUUS
gvinonHsiemcss  nocne KT (eciu  noseonssem  KOJUUECMB0
mpomoéoyumos).

Pexomenayercss Bcem nanueHtam ¢ OIUI po Havana
crielinduUecKoii Tepanuu, B Xofe JedeHus C 4acToToi ot 1 pa3a B
MeCSL, Wi pexxe (C y4eTOM HaJnuusl COMyTCTBYIOIIEN MaTOIOTUA U
KJIMHUYECKOV CUTyaluu), a Takke IMpuU HEOOXOOMMOCTU B JII00OI
MOMEHT B TeueHue BCero Iepuoaa JieueHUs BbITIOJIHEHME
YJIbTPa3ByKOBOTO MccinegoBanus (Y3UM) opraHoB OPIOLIHO¥ ITOI0CTU
C olpefenieHeM pa3MepoB IeueH, cejie3eHKM U BHYTPUOPIOITHbIX
auMdaTUUeckx y3JIoB, a Takke Y3M opraHoB Majioro Tasa y
JKEHIIVH U TIPeCTAaTeIbHOM XKeje3bl Y MY>KUMH IJ1S1 IMAaTHOCTUKU U
MOHMTOPMHIA COITYTCTBYIOLLEI aTonoruu [2,4].

VpoBeHb YyOeauUTenbHOCTUM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)

2.5. Huble nyarHOCTUYECKe UCCIedOBaHUS

WHble nyarHocTuyecKue UCcaegoBaHus He IIPUMEHAIOTCA.



3. Jleuenue

HasHaueHne ¥ mNOpUMeHeHMe JIeKapCTBEHHBIX IIpernaparTos,
YKa3aHHbIX B KJIMHMYECKON peKOMeHAallMy, HallpaB/leHO Ha
obecrieueHye MalyeHTa KiMHMUeckKu 3¢ @PeKTUBHOI 1 6e30IacHoi
MeOUILIMHCKOM TOMOIIbIO, B CBSI3M C uYeM UX Ha3HaueHue U
NIpUMeHeHMe B KOHKPETHOM KIMHUUECKOI CUTyaly OpeaeisieTcs
B COOTBETCTBUM C MHCTPYKUMSIMM MO MPUMEHEHUI0 KOHKPETHbBIX
JIeKapCTBEHHBIX TpernapaToB C peanusalyeil MpefcTaBlIeHHBIX B
MHCTPYKIMU Mep MPeJOCTOPOSKHOCTU MPU UX TIpUMeHeHUM, TaKKe
BO3MOYKHA KOPPEKLMS 403 C YUETOM COCTOSIHUS MalMieHTa.

3.1. OcHoBHbIe NpUHIMIIBI TedeHus: OIJI

PekoMeHayeTcs MalyeHTaM IIpy BO3HMKHOBEHMM TTIOO03peHMuit Ha
OIUI KIMHMUYECKYIO CUTYallMIO M JII00Oble NEeMCTBUSI B OTHOLIEHUMU
nalyeHTa pacileHBaTh KakK HeOT/IOXHbIe ¥ He3aMeIuTelbHbIe, B
TOM YMCJIe A0 TeHETUYECKOTO MOATBEPKAEeHMS IMarHo3a HauMHaTh
COMIPOBOAMUTE/IbHYIO Teparuio, HAIpaBJeHHYI Ha KOpPpeKIUIo
reMocrasa, u crneuuduueckyio tepanmio ATRA** (cm. pasgen 3.2.
«[lepBuuHbIe [ENCTBUSA TI0 TIPOBEOEHUIO CONPOBOAUTEIbHOM
Tepanuy MOpu mnomo3peHun Ha auardHo3 OIUI» u pasmen 3.3.3.
«JleyeHue KoaryaonaTum») [1-3,5].

VpoBeHb YyOeauTenbHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

KoMmeHTapum: xoms cyujecmgyem o0ujuli KOHCEHCYC 8 OMHOWEHUU
Heobxooumocmu  MOJIEKYJIIPHO-2eHEMUUECK020  N00MBepHOeHUs
duazHo3a OIl/I, Jdugppeperuupyrowas (mapzemuas) u
conposodumenbHass mepanus 00JI¥Hbl ObiMb Hauamsl 00 NOJIYyUeHUs
pe3yibmamos zeHemuueckux mecmos. Heobxodumo yuumosieame
JA100ble nodospeHus Ha OIUVI: Hanuuue y nayueHma msienol
Koazysonamuu, 2eMoppazuueckozo  cuHopoma,  JielikoneHuu,
xapakmepHoli Mopgonozuueckoli KapmuHsl O1ACMHbIX KaemoK. Bo
écex makux cayyasx ciaedyem HauuHame mepanuio ATRA**
HeMeONleHHO U npoodoJkames ee 00 MOMeHMA noomeepicoeHus
JuazHo3a wiu ez0 OnpoeepyceHUsl HA OCHOBe 2eHeMuUecKo20
uccnedo8aHusl.



PekomeHayeTcst TaiueHTaM ¢ BepudwuiupoBaHHbiM — OITJI
VHIOYKIMOHHAS Teparys, BKIKYAKIAs COYeTaHHOE MpUMeHeHe
ATRA** u aHTpallMKAMHOB C LuMTapabuHomM™** umam 6e3 Hero
(cranpmaptHbiii mogxon) an6o ATRA** um ATO (anbTepHaTUBHBIN
noaxon) [1-3,5].

VpoBeHb YyOeauTenbHOCTUM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)

KoMmMmeHTapum: 6cem nayueHmam He3asucumo 0m UHUYUATBbHO20
netikoyumo3sa kypc XT donxceH 0bimb Hauam He no3dHee 3-20 OHA om
Hauana neueHuss ATRA**. Ilauuenmam ¢ uuciom Jelikoyumos
>10 x 109 /71 KypC NpomueoonyxojieépiMu npenapamamu HauuHarom
o0HomomenmHo ¢ ATRA*. OnmumansvHoim OHem Hauana kypca XT
015 nauueHmos ¢ uuciaom Jaetikouumos <10 x 10°/n moxem
cuumamacs 2-ii deHb om Hauana npuema ATRA*¥ nockonvky K amomy
gpemeHu yxe do/xeH Obvimb noodmeepxcoeH duazvo3 OIUVI u
8EPOSIMHOCMb paA38UMuUsl paHHE20 PeMmuHOUOH020 CUHOpOMA KpatiHe

maJda.

3.2. [IlepBuyHbIe OeNCTBUSA 110 IIPOBEIECHUIO
COITPOBOAMTE/ILHOM Teparnuu Ipy IoJ03peHuN Ha
auarao3 OILJI

ComnpoBoauTenbHasl Tepanus, HalpaB/JIeHHass Ha KOPPEeKIMIO
reMmocrasa

BHympumo3zo6bie Kpo8oU3NUSIHUSL, Jle20UHble U Opyzue KPO8omeueHust
ABNAIOMCA  YACMBIMU  JU3HEY2poxcarwumu  ocnoxcHeHusmu  OITT
gcnedcmeue 2py0bIX KOAYNSAUUOHHBIX HAPYUIEHUL. DMmu 0C/l10MHEeHUs
He MOoJIbKk0O CMAaHoesimcsi Haubosnee uacmoll NpuuuHoli cmepmu Ha
PAHHUX 3manax uHOYKYUOHHOU mepanuu, HO HepedKo pa3eusaiomcs
00 ycmaHoeéneHus duazvosa OIUI u Hauana mepanuu [21,22].

PekomeHayeTcs1 BCeM Iall€HTaM HAyall0o COIPOBOLUTEIbHOM
Teparnuy, HallpaBJIe€HHOJ Ha KOPPeKIMI0 KoaryaonaTuu, HauMHaTh
HeMeJJIEHHO IIPY MMHMMaJIbHOM rono3pennu Ha OII [23,24].

VpoBeHb YOeOUTENIbHOCTM peKOMeHaanuum - B (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 3)

KoMmeHTapum: mepanusi 00xHA 8K0UAMb CBEHE3AMOPOHEHHYHO
naasmy (C3II) u Kpuonpeyunumam, mpaHcgysuro
MpoMOOKOHUEHMpAamos 0151 NoddepHcaHus YpoeHS KOHUeHmpauyuu



¢ubpuHozena >1,0-1,5 2/ u konuuecmaa mpomooyumos >50 x 10° /L.
MoHumopune amux nokasameseti 00HeH 8bINOJHIMbC NO KpatiHell
mepe 1 pa3 8 deHv (npu Heobxodumocmu — uawe). Takas mepanus
00/IHCHA NPOOOHAMbCS 8 MmeueHue 8cezo0 nepuoda UHOYKYUOHHOLL
mepanuu 00 ucue3HOBeHUsl 8cCex KAUHUYECKUX U J1a0dopamopHbix
npusHakos koazynonamuu. Cnedyem obpawams 6HUMAHUE HA
(akmopeul, nosvlwarwue puck paszsumusi (pamanvHoix
KpOBOU3NUSAHULL U KposomeueHuli. dmu ¢axmopsl ciredywoujue: yice
cocmossuieecs Uiu akmueHoe KpogomeueHue, 2unopubpuHozeHemus
(<1,0 2/n), nosvlieHue yposHs npodykmoes dezpadauuu ¢GubpuHa unu
D-dumepos 8 couemaHuu ¢ ygeauueHuem npompomouHo8020 8pemeHu
UIU aKkmueupo8aHHO20 YACMUYHO20 MPOMOONIACMUHO8020 8peMEHLU,
a makxe 2unepiuelikoyumos, Hanuuue oOaacmuuix kaemox 8 IIK,
8bICOKULl YPOBEHb KpeamuHuHa, Na0XoU comamuueckuti cmamyc.
Cnedyem  u3zbezcamv  Kamemepu3ayuu  UEHMPAIbHbIX  B€EH,
CNUHHOMO3208blX NYHKUUli U Opy2ux UHBA3UBHbIX npouedyp
(Hanpumep, 6poHxocKonuu) neped Hauaiom mepanuu u 8 nepuod HP e
C8513U C 8bICOKUM PUCKOM 2eMOPPA2UYeCcKUX OCTI0OMHEHULl. YcmaHos8Ka
UeHMPAibHO20  B8E€HO3H020 Kamemepa  OOJKHA  B8bINOJIHSAMbCS
ONbIMHBIMU  8PAUAMU  MOJLKO NOC/NE KOPPeKUUU KOoazyasiyuOHHbIX
HapyweHuti. Kpome mozo, npoxoazynsiyuoHHsiti cmamyc npu OILIT
MOXcem He MOoNbKO NPU8oodums K yeeauueHu pucka 2eMoppazuieckux
OCTIOMCHEHULl, HO U yseauuusams puck mpomo6o308. Ipeumyuiecmeo
0m UCNO0J1b308AHUS 2eNAPUHA HAMpuUs **, mpaHekcamosol Kucaomsi ™,
AMUHOKANPOHOBOLI  KUCIOMbL™, Opy2ux aHmMuKkoazynsiHmos uiu
UHzUOUMOpPo8 (PUOPUHOIU3A CNOPHO U He 00KA3aHOo, U >mu
npenapamel  He___Q0JKHbL  UCNOJIb308AMBCSI  B8HE  KJIUHUUECKUX
ucnotmanuti. Ecme makxe cooOujeHuss 0 Cayuyasix ucnosib308aHUsl
pekomouHaumHozo  ¢pakmopa VIla 68  cayuae — msaxienozo,
HU3HEY2poxcauezo kpogomeuerus [25,26].

3.3. JleueHne nmanyeHTOB C BIIepBbIe YCTAHOB/I€HHbIM
nuaraosom OINLJI

3.3.1. Cnenudmyeckasn (TapreTHas, 1ejeHarnpaBJaeHHasa)
Tepanus MHAYKUIUU PEMUCCUN

PexomeHpayeTcst anyeHTam C OIlI Tepanms UP,
IIpeaCTaB/ISIOAs coboit OOHOBPEMEHHOEe IIpUMeHeHNe
nuddepennupyomiero jgeuenus (ATRA**) u UMTOCTATMUECKOTO
BO3[IeiCTBMSI, BKJIIOUAIOIIEr0 BbICOKME OO3bl AHTPALMKIMHOB U



1uTapabmHa™* (MOryT HmpuUMeHSTbCSl pexkumbl AIDA, 7 + 3 wunu
Ipyrue — CM. npujioxeHue A 3.1.) Ojsg oONTUMAaJIbHON Tepanuu u
OOCTVKeHMS XOPOLINX pe3yabTaToB jJeueHus [27].

VpoBeHb Yy0eguTEeNbHOCTU peKoOMeHJauuu - A (YypoBeHb
JOCTOBEPHOCTHU OKA3aTe/lAbCTB — 2)

KoMMmeHTapum: camole nepsvie paHooMu3upos8aHHole UCC1e008aHUs
no couemaHHomy npumeHeHuro ATRA** u XT noka3zanu 6e3yc08Hble
npeumyuiecmea 0aHHo2o0 hnodxoda neped cmaHoapmuoti XT. XT
coCcmosia u3 Kypcoé aHmpayukJauHamu 8 8slCOKUX 003ax 8 couemaHuu
unu 6e3 yumapadbuva** ®@pavuysckas zpynna npodeMoHcmpuposaia
8 PAaHOOMU3UPOBAHHOM uccaedogarHuu APL-91, umo npoueHm
docmuxceHus pemuccuu 8 zpynne, 20e ¢ XT npumensnace u ATRA*,
cocmasun 91 % 6 cpasveHuu ¢ 81 % 6 epynne XT. AHanu3
00/120CpOUHOLl  3(hhekmuUBHOCMU JIeUeHUsT IMuUxX Xe NauueHmos
nokasai, umo uemolpexiemHsisi 0eccoObMUliHASL  B8bIHUBAEMOCMY
nauueHmos, KomopsiM nposodunace XT coemecmuo ¢ ATRA™,
cocmasuna 62 % 6 cpasHeHuu ¢ 15 % y nayueHmos, y Komopuwix OvLna
moavko XT (p <0,0001) [28].

Psd knuuuueckux uccnedosanuti (KH), nposedeHHbix 8 meueHue
nocnedHezo decamujiemusi, NO0360JUI  ONMUMU3IUPOBAMb  CXEMY
geederuss ATRA™* u anmpauuxauHos. Tak, 8 paHOOMU3UPOBAHHOM
uccnedosavuu Esponetickoti zpynnst no OITI 6s1710 uemKko NOKa3aHo,
umo Haubonee 3¢pdekmusHbiM A675€mcsi 00HOBPEMEHHOe, d He
nocnedosamenstoe, npumeHeHue ATRA™* u XT [29]. B danvHetliuiem
omo  Ob10  makxie  noodmeepuoeHo 8  Opyaux  KpPynHsix
MHO20UeHmMpo8blx  uccnedosavusx |[27]. VmeHHO umozu 3mux
uccnedo8aHutli npugeau K momy, 4mo npozpamma COuemaHHozo
npumeHeHuss ATRA** u XT aumpayukauHamu cmana cmavoapmom
JieueHust nepsuuHsix OITI.

OO0HO3HAUHbBIX HeCcmKuX pekomeHoayuii no evibopy npozpammost XT
Hem.  Pe3ynemamosl  HeckonvKux — paHdomusuposauHslx KU,
8binonHeHHvlx 6 Eepone u CIIA, noka3zanu, umo Ha ¢oHe
nocmositHHo2o npuema ATRA** s¢ppexmusHocms npozpammel 7 + 3
(doza dayHopybuuuna™* 60 MZ/MZ), ucnauckoii npozpammsl AIDA,
aHanutickoti npoepammosl DAT/ADE, Hemeukoii npoepammsl TAD/HAM
oduHaxoea [27]. BoaswuHcmeo uccredogameneli CKAOHSIOMCS K
NpUMeHeHU0 pUcK-adanmupo8aHHO20 UCNAHCK020 npomokona AIDA,
NOCKOJIbKY npu 00UHAaKosol 3pgekmusHocmu y Hez0 CyujeCmeeHHO

MEHbUWUEe nokazamejiu mokcCuuHocmu.



Onwvim Poccutickotli HayuHo-uccnedosamesnsCcKoll 2pynnsl No JieUeHU
OIUT moxcHo pe3romuposams 6 2 smana: 1) npumeHeHue 7 + 3 +
ATRA™* (1 nunomHoe u 2 paHoOMU3UpOBAHHbBIX UCCTIE008aHUS) U 2)
npumenerue npozpammoel AIDA (mpemuHouH™, udapyouuuu**
Mumoxcanmpou **) [4]. Umozu I amana npodemoHcmpuposanu, umo 6
pamKkax MHO20UeHMpo8ozo e3aumodelticmeust npoyeHm 0oCmuMceHus
pemuccuu  cocmasun 90 %, a paHHeli  JiemManabHOCMU,
coomeemcmeeHHo, 10 %. Oobwasn eviwusaemocms (OB) u
be3peyudusHas svixcusaemocms (bPB) 6 meuerue 5 1em docmuzau 80
u 88 % coomeemcmeeHHO, npuuem 8bIHUBAEMOCMb NAYUEHIMO08 8 meX
zemamoJsioeudeckux — yeHmpax,  KOmopwvle  pekpymuposaiu 8
uccnedogaHue 6osee 6 nayueHmos, 3HAUUMO OMIUUANACL 8 JIYUULYIO
CMOPOHY 0M mex ueHmpos, 20e onvlm gedeHust MmaxKux nayueHmos vl
MeHblue. IlpumeneHue npomoxona AIDA y nayueHmos ¢ enepevle
gvisiesieHHbIM OITT cmons xe appekmusro: mpexnemuss OB u bPB
cocmasunu 86,7 u 75,8 %. dman uHdyKUuOHHO20 JieueHUs! CI0HCHbIT U
mpebyem  MAcCCUgHoli  conpogodumenbHOll — mepanuu, 3mansl
KOHCOMUOQUUU 3HAYUMENILHO MeHee MOKCUUHbL U MO2YM 8bINOJHAMbCS
8 amOy1amopHOM pexcume.

Omkaz om uCnoiv308aHusi CMAHOAPMHO20 N00X00a  00JIHEH
paccmampueamauscst MoJibK0O 8 UCKJIUUMEJIbHbIX CIyuasix, 6 Komopblx
XT npomueonokasaHa (Hanpumep, msixenas Op2aHHast
HedocmamouHocme, mepanus  AaHMUKOAZYAIHMAaMmu, NayueHm
cmapwe 80 nem), a makxe 8 mex Cayuasx, K020a aibmepHamueHble
8apuaHmosl  UHOYKYUOHHOU mepanuu OUKmMyomcs COUUaIbHO-
IKOHOMUUecKUMU akmopamu uiu npoeedeHuem KAUHUUECKUX
UCNbIMaHUtl.

Pexomenpayertcs mnamyeHtaMm ¢ OITUI mpomMeXyTOYHOIO M HU3KOTO
pucKa (TpyIIibl pUCKa B COOTBETCTBUM CO CTApO Kinaccuduranmen
OIUI) ripy HaIM4YMUM BO3MOXKHOCTU TPUMEHeHUe B MHAYKUMOHHOM
Tepanuyu kKomouHaium ATRA** u ATO [27].

VpoBeHb YyOeOUTEeJIbHOCTM peKoMeHJanum - A (YpOBeHb
JOCTOBEPHOCTHU AOKA3aTe/NAbCTB — 2)

KomMmeHTapumu: nocie coobujeHuii 00 ychewiHvlx pe3yibmamax
neueHus ATO nayuenmos ¢ peuudusamu OIUI uz Kumas, a 3amem u
U3 3anaodHslx cmpat, O6vLn1 nposeder pssd KU, HanpasieHHbIX HA OUEHKY
a¢ppexmusrocmu ATO 6 uHOykuuoHHoli mepanuu nepsuuHsix OITT
[30-32]. Yacmoma OJdocmuxeHus IIP 6 3mux uccnedo8aHusix
gapwuposana om 86 do 95 %. Oduako cnedyem ommemums, umo ATO
couemancs ¢ mepanueti ATRA** u/unu XT.



B yenom amu mMHozoo0ewarouiue pe3yismamsl mepanuu, 0CHO8AHHOLI
Ha ATO, noka3siearom, umo coomeemcmseywuee CpasHeHue Cco
cmaHdapmHsim n00x000m ATRA™ + aHmpauukauHsl ¢ MouUKU 3peHus
a¢ppexmusrocmu, 6€30NACHOCMU U IKOHOMUUECKOTI IhdexmusHocmu
a6J151emcsi ONPasoOaHHbIM. Mo npeonosioxceHue 06vL710 NOOMepPHIeHO
pe3yismamamu MHO020Y€eHMp08020 paHooMu3upo8aHHo2o
uccnedosaHus, npoeedeHH020 00Be0uHeHH Ol Esponetickoii
uccnedosamensbckoti epynnoti ¢ okmsabps 2007 no cenmsbops 2010 e.
[33,34]. OcHoeHOli yenvlo 3mMo020 UCCNE008aHUsl OblLI0 CPABHEHUE
appexmusnocmu npomoxona AIDA u ATO 8 couemanuu ¢ ATRA* y
nayuenmos ¢ OIUI u3 epynnsl HU3K020 U NPOMENYMOUHO20 PUCKA.
AHanu3 donz0CpoUHbIx pe3ybmamos nokasa, umo 2-iemuss oowas
u Oeccobbimuiinas ewvixcusaemocms nayueHmos ¢ OILI, neueHue
komopwsim nposodunu ATO + ATRA** docmosepHo nyuule, uem npu
ucnoawv3dosavuu npomokoaa AIDA: 98,7 u 91,1 % (p = 0,03); 97,1 u
85,0 % coomeemcmgeHHo (p = 0,02). Bbviio ommeueHo, umMo
MOKCUYHOCMb NPO2PAMM YUmMoCcmamuueckozo 8030eticmaust 3Hauumo
8blllie 8 CPABHEHUU C NPO2PAMMOT OUOJI02UUECKO20 JleUeHUSl.

Omo nepsoe macuimabHoe  MHO20UEHMPOBOe  UCCIed08aHUE,
opuyuanvHo 3akpenuswee 3a ATO 8 couemaruu ¢ ATRA** cmamyc
amanoHHot npozpammosl seueHus OII.

ITockonvky ATO cmanu wupoko npuMeHsims 8 Kauecmae mepanuu Kaxk
2-1, mak u I1-0 auHuu y nauueHmos ¢ OIIJI, mo noGouHsIM
a¢ppekmam, B03HUKAOWUM  8CledCmBUE €20  UCNONb308AHUS,
NOCMOSIHHO  yoensiom  cyuiecmeeHHoe 8HumaHue. K cepve3Hbim
OCJIOMCHEHUSIM OMHOCAM CUHOpom JucpdpepeHuuposku onyxoneswvix
knemok OIUI, pa3sumue zunepnetikoyumo3a, yonuveHue QT/QTc-
uHmepsana, nepugpepuueckyrw noJuHetiponamuio, nospexcdeHue
neueHu u nouek [33,34].

PeromeHayeTcst pofo/kuTh jedeHne ATRA** mo KoHcTaTtauuu
TIOJIHOJ TeMaToJIornyeckoit pemuccuu [1-3,5].

VpoBeHb yOemuTeabHOCTH pekoMeHgauuu - C (YypoBeHb
IOCTOBEPHOCTHU JOKA3aTeIbCTB — 5)

He pexkomeHayeTci MeHATb CTAaHOAPTHYIO MHIOYKIMOHHYIO
Tepanuio B 3aBUCUMOCTU OT BBISIBJI€HUSI MapKepoB, KOTOpbIe
paccMaTpMBAIOTCSl KakK (akTOpbl HeO6JaronpusiTHOrO IpOrHo3a
(TakMe Kak BTOPUYHBbIE XPOMOCOMHbIe HapylleHus, mytauus FLT3,
akcripeccust CD56 1 BCR3 PML-RARA) [1-3,5].



VpoBeHb YyOenuTeabHOCTU pekoMeHgauuu - C (YypoBeHb
IOCTOBEPHOCTM 10KA3aTeIbCTB — 5)

He pekomenayeTcss MoauuUIMpPoOBaTh JieueHe, OCHOBBIBAsICh Ha
obHapy>keHUM 671aCTHBIX KiIeToK B KM, maxke Ha 50-i1 1 6osiee neHb
nedyeHus (MO3OHSISI TepMMHa/lIbHas nOud@epeHLMPOBKA) M IIpU
BBISIBJIEHUM XMMEPHOTO I'eHa C TOMOIIbI0 IIMTOreHeTUYeCKOTI0 U
MOJIEKY/ISIDHOTO aHa/in3a B 3T e cpoku [1-3,5].

VpoBeHb YyOeauTenbHOCTM pekoMeHaauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

3.3.2. JleueHue KoaryJjonaTuu

PekomeHayeTcst TanyeHTam ¢ BepudunmpoBaHHbim  OITJI B
npoliecce MHAYKIIMOHHONM Tepanuy NPpUMEHSTh TpPaHChY3MOHHYIO
Tepanui TPOMOOKOHIEHTpaTaMM [JISI IIOAJIepsKaHUsI YPOBHSI
TPOMOOLIMTOB KpOBU >50 x 109/n u C3II/KpuonpeuuImTaTomM s
TofiiepskaHust YpoBHSI (pubOpmHOreHa >2 r/l, IPOTPOMOMHOBOIO
uHpaekca — >80 % [1-3,5].

VpoBeHb YyOeauTenbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJIbCTB — 5)

KommeHTapum: ucnonv3osavue ATRA** He omMeHUN0 azpeccusHoli
3amecmumenvHoli mepanuu  KOMNOHEHmMamu Kpoeu, a Jullb
HECKOJIbKO YMEHbUWUNO0 00BemMbl UCNOIb3YeMbIX MPAHCHY3UOHHBLX
cpedcma.

He pekomMeHyeTCs 1CII0b30BaTh B PyTMHHOJ MPaKTUKe TrellapyuH
HaTpusi™®, TpaHeKCaMOBYIO0 KUCIOTY™ ™, IOpyrue aHTUKOATYJSHTbI
UM MHTUOUTOPBI (PUOPMHOAM3a, TaK KaK MX IPEMMYIIeCTBO
ocTaeTcs CHOpHbIM [1-3,5].

VpoBeHb yOeguTenIbHOCTM pekomeHzamuum - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeIbCTB — 5)

3.3.3. JleueHue rumnepaemnKkonuTO3a

PeromeHayeTcss mnainyeHtam ¢ BepudbwuiupoBanHbim  OIUT c
runepaenkoumuTo3oM (ocobeHHo 6omee 50 x 107/n1) Ha doHe
nporpammbl XT mpoBeneHyue miaasmadepe3oB (I1a3MaoOMeHOB 0
1,5-2 n) [1-3,5].

VpoBeHb YyOeauTeNbHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)



e KomMMeHTapuu: 8uinosiHeHuUe niamagepe3o08 NOKA3AHO He MObKO 8
Kauecmee npoyedypul, HaNPasJieHHol Ha NpopuIaKmuky u JieueHue
cuHdpoma pacnada oOnyxonu, HO makie U HA KOppeKyuw
KOAzynsiYUOHHbIX 0c10McHeHull (Z[BC-cundpom).

He peromenpayetcs naiuyeHtam ¢ OITI mpoBeneHue neiikadepesa
13-3a pUCKa pa3BUTHUS (aTaIbHBIX FeMOpparmueckmx OCI0KHeHM
u IBC-cunapoma [1-3,5].

VpoBeHb YyOeauTenbHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeIbCTB — 5)

3.3.4. Jleuenue no6ouHbIx 3hdekToB ATRA**,
IIpodunakTuka u seyeHue cuHapoma auddepeHIVPOBKU
OITyXO0JIEBBIX KJIETOK

PekoMeHayeTcs BceM ManyeHTaM MoaomMpaTh MHAMBUAYATIBHO
pexxum Tepanuu ATRA**, mpu HEOOGXOOAMMOCTU €ro M3MEHSTh
IJisi yYMeHbLUIeHMSI IOOOYHOro [AeiiCTBUS IIpenapara Wu
npenoTBpalieHNs pa3sBUTUA WM YMEHBIIeHUS] IIPOSIBJI€HUI
AC (cm. mpuinoxkeHue A 3.2.) [35].

VpoBeHb YyOeauUTeNbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)

Pekomenpayercsi BceM mnaumeHtam ¢ OIUI ¢ KommyecTBOM
JneykouuToB >10 x 109/n Ha3HauaTh JeKcaMeTa3oH** B mose 2,5 mr/
M2 2 pasa B CYTKM BHYTPUBEHHO (B/B) B TeUeHUe 2—3 NHEe C 11eJIbI0
npodmiakTvky pa3sutus IC [35].

VpoBeHb YyOeauTeabHOCTU perkoMeHaauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

Pexomenpayercss BceM mnauyeHtam ¢ OIIJI ¢ MMHMMaIbHBIMMU
IOgO3peHusiIMM Ha Hadaso pas3putusa JIC He3amemuUTeIbHOE
Ha3HaueHMe JekcameTasoHa™™ B gose 10 Mr/M2 mu 20 mr 2 pasa B
CYTKM BHYTPUBEHHO 110 KynupoBaHus [IC [35].

VpoBeHb YyOeauTenbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 5)

KoMmMmeHTapuii: ggedeHue dekcamemasoHa™™ daxce npu manetiwiem
nodo3spenuu Ha JIC aeénsemcs cmaHoapmHsiM nooxo0om K JieUeHU
JIC, HecmMompss HA Mo umo npsmble 00KA3amenbcmeda momy, umo
npojunakmuueckoe  88edeHue  2IOKOKOPMUKOUJO8  CHuUxcaem
JIeManbHOCMb, CES3AHHYI0 C IMUM CUHOpOMOM, omcymcmayrom. Tem
He MeHee 8 HEKOHMPOJUPYeMblX UCCIe008aAHUSIX ObLI0 NOKA3AHO, MO



npoueHm amanvHolx uUcx0008 npu pazeumuu JC Ha ¢Goue

npoguaakmuyueckozo 66edeHus 2l0KOKOpMuUKoudo8 y nayueHmos c
. 9

setikoyumamu 6onee 5 x 10” /1 cHuxcaemcs.

Bepossmuocmo pazeumus IC onyxoneesix KJ1emok éslule y NauueHmos
C UHUUUATIBHBIM J1eTIKOYyUumo3om (>5 x 109 /71) U HapyweHuem (QyHKyuu
nouex (kpeamuHuH >123 mxmonw/n). ITosmomy paHHee Hauano XT &
couemaHuu ¢ ATRA™ u  npogurakmuueckoe  88edeHUE
2JIKOKOPMUKOUOO8 S18S1H0MCS1 CMAaHoapmuusiM N00X000oM K JieueHUro 8
amotl yz2poxcarowjeti HusHu cumyayuu. Y nayueHmos ¢ Uuciom
netikoyumos >10 x 10°/n XT 00biuHO HauuHaemcss 8 meyeHue
HEeCKOJIbKUX uacos nocie npuema nepsoti 003vt ATRA™* HmeHHO 2mo
no3e0.1s.em 83s1mv 00 KOHMPOJib Koazy/10namuto npu 00HO8peMeHHOM
CHUuXceHUU pucka pazsumus [IC, uacmoma Komopozo 0CO0OEHHO
8bICOKA Y IMUX NAUUEHMO8.

PekoMeHayeTcs1 BpeMeHHOe IIpekpalleHue clienu@uyecKkoii
tepanuu (ATRA**) Tonbko B ciaydyasix TspKeslo mpoTekatoiiero 1C
[1-3,5,35].

VpoBeHb YyOeauTenbHOCTUM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

3.3.5. Ouenka 3¢y heKTUBHOCTY MHAYKIIVMOHHON Tepanuu

Pesynemamboi Moponozuueckozo, UUMozeHemu4eckozo u
MOJIEKY/IAPHO20 UCCNed08aHUll 8 KOHUe UHOYKYUOHHOU mepanuu
00JCHBL UHMepnpemuposamuscsi ¢ 00buUloll ocmopoxcHocmoio. Kak
yaHce 0MMeuanoce, Mopgonozuieckue ocobeHHOCMU,
obHapyxcusaroujuecss 8 npouecce JugpdepeHuuposku OAACMHBIX
KJIemoK Ha (poHe mapzemHoll mepanuu, 8cmpeuarmcs oaxe nocie
HecKoJIbKux Hedenb om Hauana JjeueHuss (0o 40-50 OHell) u mozym
npusecmu K OwUOOUHOMY yCMaHo8J1eHUK nepeuuHoli
pe3ucmenmHocmu. Kpome mozo, 3adepxcka OJugpgepeHyuposku
OJIGCMHBIX KJIEMOK MOoXcem npusecmu K O00OHApy#ceHUr Kaemok ¢
t (15;17) memodamu cmaHoapmHoli yumozevemuku uau FISH, 6
0cobeHHOCMU K020a 2mu mecmbl 8bINONHSIOMCA 8 paHHue nepuoodbl
nocne 3asepuieHusi UHOYKYUOHHO20 Kypca. Dmu mopgonozuveckue u
uumozeHemuueckue UCCN€008aHUsL He O00JKHbL Npu8odums K
Mmooupukayuu neyeHusi. A jneuerue ¢ ATRA** Odonwro Ovimo
npodoyixeHo, umobvl obecheduums 00CMamouyHoe 8pems  Ons
mepMuHanvHoil duggepernyuposku Oaacmusix 3d71emeHmos. Kak
06cyxoanoce 8viuie, IIP docmuzaemcsi npakmuuecku 80 8Cex Cyuasx
OITJI ¢ doka3aHHbIM XumepHbviM 2eHOM PML-RARa.



MonexkynsipHoe uccnedosaHue nocie nepeozo Kypca UHOYKYUOHHOL
mepanuu He umeem 006020 KAUHUYUECKO20 3HAYEHUS, MAakK Kak
nonoxcumenvHslli  pesyniemam IIIP Ha 3moli cmaduu Moxcem
ompaxams 3aA0epiKy CO3PeBaHusl ONyxoesvlx KJIemoK, d He
UCMUHHYK pe3ucmeHmHocms. Takum o00paszom, epadu O00JIHCHbI
go3depxusamsCcsl 0m mepanesmuueckux peuwleHuli Ha O0cCHose
pe3yibmamos 8 3mu KOHMpOJibHble CPOKU. B npomuesononoxcHocmo
smomy,  pesyabmamsl  IIIIP-aHanu3a, nposedeHHO20  Nocje
3asepuleHusl KOHcoaudayuu, no3eosom onpeoeasims puck peyuousa
y KOHKpemHo020 nayueHma.

3.4. KoHconuaupymouas Tepanmus

Heobxodumocmb KoHconudayuu u OnumensHoti noddepxcusarouyeli
mepanuu npu OIII doxka3ava eule 8 <«dopemuHouoHyio 3py». C
MomeHma eHedpeHusi ATRA™* 6bl710 NOKA3AHO, YMO MOJIEKYNSAPHAS
pemuccusi OITI docmuzaemcss npumepHo y 95 % nauueHmos nocie
mpex nocnedosamenvHulx Kypcoe XT ¢ anmpayukauHamu (1
UHOYKUUOHHBIL U 2 KOHconudupywowux). auuwllii ¢akm u cman
OCHOB80lI 0n1s  npuHamuss 3mozo nodxoda Kak cmavdapma
KoHconudupyoueti  mepanuu [1-3,5,36]. OO0dHaxko Hekomopwle
80NPOChL, CB53AHHbIE C MO (pa3oli mepanuu, 0CMarmMcs CNOPHLIMU.

PekomeHpayeTcst malnyeHTam C OIJI, 3aBepIINBIINM
MHAYKUVMOHHBINA 3Tall JieueHusl, TIPUMeHeHe KOHCOIUAMPYIoLein
Tepanuu c BkaoueHnem ATRA** nmjasi cHUKeHUS BepOSITHOCTU
pa3BUTUS peluauBa 3aboneBanus [1-3,5,36].

VpoBeHb yOenuTeabHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0KAa3aTeJIbCTB — 5)

KommenTapwuii: npumernerue #ATRA** 6 cmandapmHoti dose (45 mz/
MZ 8 OeHb) 8 meueHue 15 OHeli 8 couemaHuu ¢ XT 8 nepuod
KOHcoNMudupyoujezo JieueHusl CHUxaem puck passumus peyuousa [37].
Poccutickas epynna no neueruto OJI pekomeHOyem npumeHeHue
ATRA** na ecex amanax mepanuu OITT [4].

Pexomenayercss rnauueHtam ¢ OIIJI, momyyaBmiMm  Ha
MHIOYKIMOHHOM 3Tare ATRA*™* wu XT, mnpoBoguTb 3 Kypca
KOHCONMMUAALMY, BK/IOUAlOIeil aHTpPalUKAMHBL (MOapyoOUIIMH™**,
OayHOPYOMIIMH** M MMUTOKCAHTPOH**) (cM. mpumioxkeHue A 3.1.)
[27].



VpoBeHb YyOeaAUTEeNbHOCTM peKoMeHAanuuuM - A (YPOBeHb
JOCTOBEPHOCTU JOKA3aTeJIbCTB — 2)

Pexomenpayetcs nanyeHtam ¢ OITUI BbICOKOTO pucKa, IMoydyaBIInM
Ha MHAYKLIMOHHOM 3Tarne ATRA™* u XT, mpoBOAUTb KOHCOMMIALINIO
C BKJIIOUeHMeM I10 KparHeit mepe 1 kypca XT cO CcTaHOapTHBIMU
WM CPpeIHMMM [03aMM IMTapabmHa™* (cm. mpwioskeHue A 3.1.)
[38].

VpoBeHb YyOeaAuUTEeIbHOCTM peKoMeHAanum - B (YpoBeHBb
JOCTOBEPHOCTM 0Ka3aTelabCTB — 3)

KoMMeHTapuii: co 68pemMeHU Neps8oz0  YCNewHo20 Onvlma
LUCNO/Ib308AHUS OayHOpYOUYUHA™** 8 Kauecmee MoHomepanuu u 00
Hacmosuiezo 8pemeHu poab yumapabuxHa™* npu OILI ocmaemcs
cnopHoti. Hu o00HO u3 uccnedosanuti, nposedeHHbix 00 NOSABJIEHUS
ATRA** 8 mom uucie paHOOMU3UPOBAHHBIX, He NOKA3aJao0
npeumywiecms 0o6aseHuUs uyumapabuHa** K aHmpayukJauHam no
CPABHEHUIO C UCNOJIb308AHUEM BbICOKUX 003 aHmpayukauHos. C
8KJIIOUeHUeM 8 OO0NbUUHCIMBO Kadccudeckux npomokonos ATRA**
cnopol 0 ponu yumapabuHa** ocmanuce HepeuleHHsIMU [27].

Cnedyem ommemums, UMO COBMECMHbII AHANU3 Pe3ylbmamos
JleueHus nayueHmos, BKJUeHHbIX 8 uccaedosavusi PETHEMA u
Esponetickoii zpynnst OITJI, npodeMoHCcmMpuposan 00UHAK080 HU3KYHO
uacmomy paszsumusi peyuousos y hnauueHmos MOoJjioxe 65 nem ¢
netikoyumamu <10 x 109 /71 8 debome 3a60/1€8aHUS HE3ABUCUMO OM
mozo, Kakyilo  mepanurw UM  Npo8OOUNU:  MOHOMEPAnuw
AHMpPAYUKJAUHAMU  WIU ~ AGHMPAUUKIUHBL 8  couemaHuu ¢
uumapabuvom™* Tem He MeHee OblLIU NOJIYUEHbI PE3YJbmamol 8
nosvb3y BKIOUEHUs uumapadbuHa™* y nauyueHmos 8bICOK020 Pucka ¢
UHUUUANBHBIM Jietikouumo3om >10 x 109 /Jl, NOCKOJIbKY uacmoma
passumus peuuduso8 HA MOHOMepanuu aHmMpayukJauHamu Oslia
goluie [38].

Poccutickas uccredosamenvckasi epynna npeonazaem npuMeHsime
uumapabuu** y nayueHmos u3 2pynnsl 8bICOK020 PUCKA 8 nepuod
KOHCoMudayuu 6 kauecmee 00H020 U3 mpex Kypco8 KOHCOauoayuu
(uumapabux** 200 Mz/M2 8 deHb 8 8U0de NOCMOSHHOU 8/8 UHpY3UU 8
meueHue 7 OHell 8 couemaHuu ¢ MUMOKCaHmpoHom™* 10 Mz/M2 8 1-3-
li OHu) 8 pamxkax npomoxona AIDA [4].

Pekomenayercss nauueHtam ¢ OIIJI, momyyaBmIMM — Ha
MHAYKIMOHHOM 3Tarie ATRA™* u ATO, IpoBOAUTL KOHCOMUIAIINIO
Takke Komb6uHanueit ATRA** u ATO (cm. mpwioskeHue A 3.1.)



[33,34].

VpoBeHb YyO0eOuUTEeNbHOCTU peKoMeHAauuu - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lIbCTB — 2)

KomMmeHTapuii: kak yxe ommeuanocs, ATO senssemcsi o0HUM U3
camoix 3ppekmusHoix npenapamos 8 neueHue OIIJI. Ilocie 00HO20
UHOYKUUOHHO20 Kypca Heobxo0umo €20 NnpuMeHsms u 8 nepuod
KOHconudauuu. JlokazamenvHblx UCCI008aHULL, YKA3bIBAWUX HA
ONMUMANbLHYH NPOCONHUMENBHOCMb KYPCO8 KOHconudayuu, ux 4uco,
Heobxodumocmsv couemanus ¢ ATRA** noka He nposedeHo. B
Hacmosiwee epemsi npogedeHvl paHOOMUSUPOBAHHbIE NPOCNEKMUBHbBLE
uccnedosaHus, Komopwle 00Kas3anu 6vlCoKyrw apgexkmuerocms ATO
npu HU3Koll mokcuuHocmu 6 seyeHuu nayueHmos ¢ OIUI u3 epynnoi
HU3K020 U NPOMEMYMOUHO20 pucka. B amux ucciedosausix OwLiu
npedycmompetnl uemoipe 4-HedenvHolx Kypca kouconudauuu ATO u
80ceMb 2-HeodenvHblx Kypcos ATRA** [33,34].

Pexomenpyercs mnauyentam ¢ OIIJI, saBepliMBIIMM IIPOrpamMmy
KOHCOMUAUPYIOLLEN Tepanuu, MOJIEKYJISIPDHO-TeHeTUYeCcKoe
uccienoBanue mytauuii B reHe PML-RARA wmetopgom IIHP c
YyBCTBUTEJILHOCTBIO I10 KpaliHeit mepe 1 x 104 o KM mjis otieHKU
MOJIEKY/ISIPHOI pemuccuu [1-3,5].

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (YypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

He pexomeHnayeTcs y naiyeHToB ¢ OIIJI B mepBoit MOIEKYISIPHOM
peMICCUM BBITIONMHATh ayTo- uian auio-TI'CK [1-3,5,36].

VpoBeHb yOemuTenabHOCTM pekomMeHaanuum - C (YpoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 5)

KommenTapun: goinonHeHue TI'CK y nayuenmos ¢ OIUI 6 nepeoli
IIP He noka3saHo. [[na KpatiHe HE3HaUUmMeabHOU uacmu NauueHmos ¢
nepcucmeruueti MOF nocne 3asepuieHusi kKoHcoaudayuu anno-TI'CK
cledyem paccmampueams Ul 8 MOM - clyude, eclu  ecmb
nooxodswuti HLA-udenmuunpili 0oHop. M3-3a moz20, umo y 3mux
nayueHmos Mozym Ommeuamuscsi paHHue peyudusvl, moxem Obimb
ucnoav3o08aHa donoaHumenvHas mepanus (Hanpumep, ATO) ¢ uenvio
KOHmMpoJs 3abonesanust u ons docmuxceHus: MoyiekyasipHoti IIP neped
mpaHcniaumayueti.



B Hacmosuiee epems noumu eecb onsim 8 TICK 0bl1 0CHOB8aH Ha
UCNONB308AHUU MUEN0AOSIAMUBHO20 PeXUMA KOHOUYUOHUPOBAHUSL.
JaHHbIX 0 NpUMEHEHUU pexcuma NOHUMEeHHOU UHMEeHCU8HOCmU npu
2mom 3a00se8aHuu Hem.

YV nauueHmos u3 2pynnsl 86ICOK020 pucka passumusl peuudusa nocje
docmudceHust monekyasipHoii IIP  moxcem Obimb 0OCYWecmeneHa
3020M0O6KA  AYMOJIO2UUHbIX CIMBO0JI08bIX KJIEMOK Kposu C Uebio
gvinosHeHust aymo-TI'CK kak xoHconudupyroweti mepanuu. Ipu amom
Heobx00umo, umobwvl 8 COOPAHHOM KJAEMOUHOM cybcmpame Memooom
IIIIP xumepHwili mpaHckpunm He onpedensnci. Hecmomps Ha
xopowiue pe3yabmamolt, 00CMUZHYMble NPU UCNOJb30BAHUU 31020
noodxoda, poib MPAMCNAAHMAyuu s675emcsi  HeonpeoeneHHoll,
NOCKOMIbKY, KAK NoKasan pso uccnedosaHuti, 00J120CpOUHAs PeEMUCCUST
Moxcem 6blms 0CMuU2Hyma ¢ NOMOWb0 Heckoibkux Kypcos ATO.

3.5. IlTogpep>kuBaloIas Tepanus

PexomeHnpayercst y nauyeHToB ¢ OIlJI, 3aBepmiMBIINX mporpaMmy
MHOYKIMY M KOHCOMMIALNUMU peMuccum 6e3 mpumeHeHust ATO,
MIPOBOAUTD MOAAepKkuBaoIiee jeueHne ATRA ** MmeTtoTpekcaTom™*
M MepKamnToIypuHOM™** B TedeHMe ABYX JieT Jub0 10 KOHCTaTalumn
peuuausa [29,39].

VpoBeHb YyO0eOUTEeIbHOCTM peKoMeHJauuu - B (ypoBeHb
JOCTOBEPHOCTHU 0Ka3aTe/lbCTB — 2)

KomMmeHTapum: Hecmompss Ha mo umo  3pgpekmusHocmo
nodoepxcusaruyetl mepanuu OvLna dokasaHa 8 08yx
paHdomu3uposamHslx — uccnedosavusx  [29,39], npodoxcaromcs
Jduckyccuu 0 HeobXo0umocmu ee NnpuMeHeHuss y NAyueHmos 8
MOJIEKYISIPHOU pemuccull.

Poccutickas uccnedosamensckas 2pynna pekomerndyem ucnoib308ameo
OnumenvHyw 2-71emHil  noddepxicugarulyio mepanuioo 'y 8cex
nauuermos ¢ OII He3asucumo om 2pynnsl pucka npu o0s3amenbHom
MOJIEKYNIAPHOM MOHUMopuHee MOB u onmumanbHelM cuumaem
noddepxcusarujee neueHue no npozpamme AIDA [4].

IToddepxcusaruwas mepanusi mepkanmonypuvom™* @ doze 50 MZ/MZ 1

paz 8 0eHb  NOCMOSIHHO  (MOJIOKOM  He  3anueams) U
als als 2

#memompekcamom™* @ doze 15 me/m” 1 pa3 8 Hedenrw HAUUHAEMCS



uepe3 30 Oueli nocie nocnedHezo Kypca kovcoauoayuu. #ATRA* — g
meueHue 2 Heo. (1-15-ii OHu) u npumensiemcs 1 pa3 6 3 mec. [4].

XT npekpawaemcs uepe3 2 200a Om MOMeHMA 3d8epuleHUs]
KOHconudauuu, ecu 8 meueHue 8cezo nepuoda HaboeHus He Obliu
onpeoesieHbl MOJIEKYIPHble peuudusbol.

Pekomenayerca Bcem mnapueHtam ¢ OIUI, nonyvamomyum
MO IeP>KUBAIOIIYIO Tepanuio, PeryaspHoe BbINOJHeHMe O00Iero
aHammu3a IIK ¢ 1moacyeTomM  JIeMiKOLUMTApHOW  (opmynibl U
ompeneJeHMeM UMCIa PETUKYIOUMUTOB UM TPOMOOLMTOB [JISI

CBOeBpeMEHHOI‘/JI MO,I[I/I(bI/IKaL[I/II/I JO3 HUTOCTAaTUUYECKUX IIpeIiapaToB
[1-3,5].

VpoBeHb YyOeauTenbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTH JOKA3aTeJIbCTB — 5)

PekomeHayetrcss BcemM mnanmeHTam ¢ OIUVI, mnoayuyamomyum
NOAJEepP>KMBAIOLUIYI0 Tepamnuio, ¢ 4acTorom 1 pa3 B 3 mec
BBITIOJIHATL LUTOJNIOTMYECKOoe uccienoBanme nyHkrata KM, a
makxe MOJIeKYISIpHO-TeHeTu4YeCckoe uccienoBanne reHa PML-
RARA metomoMm IILIP ¢ 4yBCTBUTE/NILHOCTBIO IIO0 KpaliHeil Mepe
1x 1041 1o KM dna koumpons MOB u ceoespemeHHOU duazHoCmuKu
peuudusa [1-3,5].

VpoBeHb YyOeauUTEeNbHOCTM pekoMeHganuu - C (ypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

KoMMmeHTapuii: npu KoHcmamayuu MOJIEKYASIPHO20 peyuousa
(08axcdbl no3umuseHwiii omeem IILIP unu couemarue IIIJP u FISH),
B03HUKWIE20 HA (POoHe noddepxcusarwujezo JieueHus, mepanust
U3MeHsiemcsi.

3.6. IIpodunakTka BoOBJIeYeHUS IIEHTPATIbHOM
HEPBHOM CUCTEMbI

Ilopaxcenue ueHmpanvHoll HepeHoul cucmemol (L[HC) sensiemcs
CambiM 4aACmMouIM IKCMpameoyinsapHeim ouazom npu OIUL Tak, no
KpaiiHeli mepe okono 10 % e2emamonozuueckux  peuudusos
conposgoxcoaromcs  goenieueHuem ILIHC. Iloamomy 803MOMCHOCMb
gosneueHust LIHC cnedyem paccmampugams y 1106020 U3 nauyueHmos ¢
OIUT ¢ Hespo/02utecKuMu CUMNMOMAMu, U OHA O00JXHA ObiMb
UCKJII0UeHa y 8cex nayueHmos ¢ peyudusom [2].



PekomeHayercs mnanyeHtam ¢ OIIVI BbICOKOTO pucKa Iocje
mocTikeHus mepBoit I[P mpodwmnakTuka  HeipoeiikeMun
MHTPATEKaJIbHbIM BBeJleH/eM #MeToTpekcaTa**15 MT,
1uTapabuHa™* 30 mr 1 gekcametazoHa** 4 mr [40].

VpoBeHb YOeaUTEeIbHOCTM peKoMeHAanuum - B (YpoBeHBb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3)

KoMmmenTapuii:  nockoneky  6oaswiuHcmgeo  I[HC-peyudusos
803HUKAEM 'y nayueHmos ¢ 2unepaetkoyumo3om, HeKomopwle
uccnedosamenu exauaiom npoguaakmuky eosneueHus LIHC vy
nayueHmos BbulCOKOU epynnel pucka. [Ins maxkux nayueHmos
UenecoobpasHo omaoxume npogunrakmuky Hetiponeiikemuu 0o
Momenma OdocmuxceHuss IIP, mak Kak 6 nepuod UHOYKUUOHHOI
mepanuu  OY€Hb BbICOK PUCK  OCIOXHEHUl, CBSA3AHHbIX  CO
CNUHHOMO0320801li nyHKuueti. Poccutickas ucciedosamenvckas zpynna
makxe npudepiusaemcss MHeHUss 0 Heo6X00UMOCMU B8bINOJIHEHUS]
npoguaakmuxku  HetiposelikeMuu UHMPAMEKANbHbIM — 88€0eHUEM
Memompekcama™®, yumapabuxa™* u dexcamemasoHa™* y nayueHmos
C UHUYUANbHBIM Jletikoyumo3om >10 x 109/11 [4].

ITauyuenmam evinonHsiemcs 5 nomobanvHoix NyHKUUL (¢ 88edeHuem 3
npenapamos) 8 nepuod Kypcoe uHoyKuuu/KoHcoaudauuu, 3amem 1 pa3s
8 3 mec.

He pekomeHayeTcst TpoduiakTMKa HeiipoielikeMun y alieHTOB
¢ OIUI Hu3Koro pucka, T. €. eCjii UCXOHOE UMCJIO JIEMKOLIUTOB He
mpessbimano 10 x 107/ [40).

VpoBeHb YOeaAUTEeIbHOCTM peKoMeHaanuu - B (YpoBeHBb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3)

3.7. Oco6nie cyuan OITI

3.7.1. ITanueHTHI CTapilieli BO3PAaCTHOM IPYIbI

PekomeHpayeTcss TMaluMeHTOB crapue 60 Jjer B  XOopollem
COMAaTMYEeCKOM CTaTyCe JIeUUTb TaK >Ke, KaK U OCTaJIbHbIX
nanueHToB ¢ OIUI ¢ yyeTOM KOppeKUMM OO03 LUTOCTATUUYECKUX
rpernaparos [41].

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (YypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lIbCTB — 4)



KommeHTapwmii: 8 omauuue om opyaux popm OMJI, OIVI y noxcunsix
NauueHmos8  Bbl85emcsi  CPABHUMENbHO  peodko U umeem
OMHOCUMENIbHO 01az0npusmublii ucxod. DppekmusHocms JieueHust
noxcunstx nayueHmos ¢ OITI conocmasuma ¢ makosoli y MOn00bIX.
Kpome mozo, noxcunsix nayueHmos uauje 6cezo OmMHOCsim K zpynne
HU3K020 pUcKa no cpasHemuro monodvimu. OOHAKO Y NOMCUIBIX JIUU
3HAUUMENbHO Bbllle NnoKasameau MOKCUYHOCMU, 00YC10871eHHOL
mepanueti (6osiee 8bICOKAS HaCMoma pa3sumust Cencuca u ygeaudeHue
cmepmuocmu, C8513AHHOLI C JleueHuem,). Poccutickas
uccnedosamensckass 2pynna pekomeHdyem NpuMeHsmov Yy NOMCUTIbIX
nayueHmos npomokon AIDA, 8 Komopom npedycMompeHo CHUMCeHUE
003Up080K AHMPAYUKIUHOB [4].

3.7.2. ITaniyeHTHI C TSDOKEI0M CONYTCTBYIOLLEH IIaTOJIOruen

PekoMmeHayeTcsa mauyeHTaM C  TSDKeJIOM  COIYTCTBYIOLILEn
MaToJIOTMe PacCMOTPETh BO3MOXKHOCTh JieueHMs] KOMOMHalen
ATRA** 1 ATO 6e3 1Cro/b30BaHMS HUTOCTATUUECKMUX ITPEIapaToB
[1-3,5,36].

VpoBeHb yOenuTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeabCTB — 5)

KoMmenTapwuii: 0bi10 pa3pabomaHo HECKOJbKO al1bmMepHaAmuBHbIX
nooxodos 8 yieueHuu nayueHmos ¢ OIIJI, HanpasieHHbIX Ha c8edeHle K
MuHumymy npumereHust XT. BonbwuHCmMeo u3 HUX OCHOBAHbL HA
npumereruu ATRA*™* u ATO ¢ muHumanwsHoti XT unu 6e3 XT. dmu
nooxodsl Mozym Oblmb UCNOJb308aHbBI Y NOMUIBLIX U MOJ00bIX
nayueHmos ¢ msaxenol conymcmeywujell namonozueti, Komopuim
unmencusHass XT npomueonoka3aHa (Hanpumep, y NAyueHmos c
KapouansHoli namosaoz2ueti uau Opy20ll  Cepve3HOll  Op2aHHOLl
namonoezueti). Kak u npu mepanuu ATRA™* ¢ aHmpauyukiuHamu,
uesblo JleueHuss y MAakux nauyueHmos O00JIHHO 0blmb O0oCmuiceHue
MOJIEKYNIIPHOU  pemuccuu ¢ NOCMOSIHHbIM MoOHUmopuHezom MOB ¢
uesvto onpedesnieHusi Heobxooumocmu 8 AONOJIHUMENbHOL mepanuu.

3.7.3. Jleuenue OILJI npyu 6epeMeHHOCTH

Huaznocmuka OII 8o epems bepemeHHOCMU — cOOblmue 0080J1bHO
peodkoe, HO mem He MeHee 8noJIHe peaivHoe. B amoti cumyayuu eonpoc
pewaemcs cxoxum ¢ JaeyeHuem e6cex OJI obpasom [42). Ilpu
duazvocmuxe OIUI 6 I mpumecmpe pekomeHOyemcsi npepvléaHue
OepemeHHOCMU. Dma npouedypa OO0NHCHA BbINONHAMbBCA 8 YC/I08USX
NonHOll  mpaucy3uoHHoli  obecneueHHOCMU — MPOMOOUUMHBIMU
koHuenmpamamu, C3II. Tlocne abopma HemedNeHHO HAUUHAEMCS
mepanus ATRA™. Ecnu Ha MomeHmM naaHupyemoti npoueoypwt y



nauueHmos ommeuaemcsi 2eHepanu3osauusili /IBC-cuHOpom, mo
npepoieaHue  GepemMeHHOCMU  Ueeco00pasHo  OmaoXums 00
KYNupo8aHusi 2eMoppazudeckux 0CJI0XHeHUll, Komopole mMo2ym 0Oblmb
HUBEJIUPOBAHBI KAK CUMNMOMAMuUUecKu, mak u — 8 ciyuasx 6uicmpozo
pa3sumus netiko3a — ¢ nomowwbr hoaHodo3Holi adekeamHoli XT. B
nocneoHem ciayuae 0OepeMeHHOCMb MoOxcem Obimb npepeaHa nocje
docmuceHuss TIP — uepe3 30-45 OHeii. BvinonHeHue npozpammHoli
mepanuu OITI npu 6epeMeHHOCMU CMAJKU8Aemcs C 80NPOCOM O
JoKa3aHHblx ~ mepamozeHHvlx  Apgpekmax  ATRA™,  komopwvle
00yCno6/eHbl ee  AHMUAH2UO2EHHbIMU  ceolicmeamu. IToamomy
UCNob308aHue mpemuHouHa™* 6 I mpumecmpe, koz0a npoucxooum
3akaadka écex op2aHo8 naodd, NOMeHYuaibHo onacHo. IpumeHeHue
ee 8 couemaruu ¢ XT 6o II u III mpumecmpe, nocie Gopmuposamus
naayeHmeol, He MOJLKO 0npasdaHo, Ho u Heobxodumo. Kypcet XT
Mozym 6vimb cmandapmusimu (7 + 3 ¢ do3oii dayHopybuuuHa** 60 mz/
MZ Ha eeedeHue) JauUO0 Oblmb OCHOB8AHMbI Ha npomokxone AIDA
(MoHomepanus  udapyouyuHom™*).  MexOdyHapooHvle — IKCnepmol
npedocmepezarom, umo udapyouyuH** cnocobeH npoHukams uepes
naavyeHmapHolii 6apwep 8 6ovlueli cmeneHu, yem 0ayHopyouyuH **

Poccutickoti uccnedosamensckoti 2pynnoti HaKonJjieH onvlm no JieueHuio
10 6epemeHHbIx ¢ doka3aHHbim OIUI [43]. [IpumeHeHue MOHOmMepanuu
udapyouyuHom™* @ couemaHuu ¢ ATRA**  okasanoco
8bICOKO3((heKMUBHBIM U MeHee MOKCUUHBIM 8 CpasHeHuu ¢ 7 + 3,
aHomaauti nioda He 8vlsie1eHO. B iumepamype maxce cywecmayrom
omaoeibHble onucaHus cayuaed no Jseveruio OIIT y 6epemerHviXx. Bo
gcex  cooOujeHUsix  JleueHue  Npoulio  YChewHo, He  OblL10
3apezucmpupo8aHo 8pOXOeHHbIX aHoManuili naoda, ece demu
poounucey 30opossimu. Tem He meHee 8 pside ciyuaes cooOuaemcs o
npexooawux HapyweHusx pumma y niaoda. B cessu ¢ amum Ha (oHe
npuema ATRA** u egedeHus aHMPAUUKIAUHO8 peKoMeHdyemcsi
muamenvHbslli MOHUMOPUH2 cepieuHoli dessmenbHOCMuU y niooa.

ITocne podopaspewieHuss pekomeHAyemcsi HA4uHamo hnoCaAedyuull
kypc XT He panee uem uepe3 2 Hed. KopmaeHue 2pyoblo 3anpeujeHo.
Kypc xonconudauuu nocne podos 0donxeH Ovimb 8bl0paH Meree
UHMEHCUBHBIM (8 uacmHocmu, u3 npomokona AIDA kypc 1-kpamHozo
ggedenust udapyouyuHa™* unu 4-oHesHoe 88edeHUE MAajblX 003
udapyouyuHa™*), nockoibKy 6eposimHOCMb paszeumusi (GamanvHsix
UH(EKYUOHHBIX OCNIOMCHEHUUl Yy nauueHmos nocae podos oueHb
gvicokasi. LlenecoobpasHo Hauams npuem ATRA*™ u 6 KoHue 2-
HE0enbHO20  YUKIAA  BbINONHUMDL  86€0eHuUe  YUmocmamuueckux
npenapamos.



PekomMmeHnpayeTcs rnainyeHTkam rpu guarHoctuke OINI B TeueHne I
TpUMeCTpa 6epeMeHHOCTHU BBITIOJIHUTD MUCKYCCTBEHHOE
IpepbiBaHye OepeMeHHOCTM I10 MEeIVIIMHCKMM ITOKa3aHUSIM
[42,44].

VpoBeHb yOeauTenabHOCTM pekoMeHaanuu - C (YpoBeHb
JOCTOBEPHOCTU JOKAa3aTeJbCTB — 4)

Kommenrapum: ATRA** o6aadaem 8bICOKUM — mepamoz2eHHbIM
deticmeuem u 3anpewjeHa O0Js1 UCNOAb308aHust 6 I mpumecmpe
bepemeHHOCMLL.

He pekomMeHAyeTcsI MPUMEHSITh ITPOM3BOAHbIE MBIIIbsSIKA, KakK
BBICOKO 3MOPMOTOKCHMYHbBIE, B JIIOOOM TpPUMeECTpe O6epeMeHHOCTU
[43,45]

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4)

Pekomenayerca vy mnauueHTok ¢ OII B I Tpumecrpe
6epeMeHHOCTM, He >KeJalolluX IIpepbiBaTh OepeMeHHOCTb, B
KauecTBe  MHAYKLUMM  MCIIOJb30BaTh  JAyHOPYOMLMH** B
MOHOTepanuyu WJIu B COUeTaHUM C IIMTapabMHOM™* B mo3ax,
AQHAJIOTMUYHBIX TAKOBBIM IIPU JiIeueHUM HebepeMeHHBIX IMalleHTOK
(cm. mpuiiokeHne A 3.1.) [42].

VpoBeHb YyOeaUTEeIbHOCTM peKoMeHAanuu - B (YpoBeHBb
JOCTOBEPHOCTH J0Ka3aTelabCTB — 3)

Pexomenpayertcst nauyeHtkam ¢ OIIJI, mMarHOCTMPOBaHHBLIM BO Il
mnn III Tpumectpe OepeMeHHOCTHM, B KaueCcTBe WHIYKIUM
ucronb3oBaTb ATRA** B kOMOMHAIMM C MOapyouImHOM™* (cMm.
npunoxenue A 3.1.) [43].

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lbCTB — 4)

PekomeHayeTcsi OepeMeHHBIM IMAIMEHTKAM  BbIIIOTHSTh
pomopaspellieHne MeTOL0M KecapeBa ceueHus [43].

VpoBeHb YyOeauTenbHOCTM peKoMeHpanuiti — C (YpoBeHb
JOCTOBEPHOCTHU IOKAa3aTe/lAbCTB — 4)

KomMmeHTapum: 8si00p chocoba podopa3speuleHusi onpedensemcs
cocmosiHueM  njaoda, CoOMamuuyeckum Cmamycom nayueHmku,
2eMamosio2utecKuUMuU noxKasamensMu U Cmpozo 8 coomeemcmeuu C



axkywepckumu nokasavuamu. CamonpoussoibHsle podsl Mozym Oblmb
8bIOpaHbl KAK Cnoco® podopaspeuleHus MoabKo Npu HAAUYuu y
nayueumku pemuccuu OMJI, ydosnemeopumenvHslX hnokazameneli
00Wez0 aHanu3a Kposu, Npu XopouleM COMamuueckom cmamyce
nayueHmku u coCmosiHuU naooa.

PekomeHayeTcss OepeMeHHBIM  MalMeHTKaM, IIOTy4YalolM
nevenue 1o nosoay OITI, pogopa3pelieHye BBITIOIHSTh B IE€PUOT,
MeKIy KypcaMu (OIITUMAa/IbHO Ha 33-34-11 Henene) [43].

VpoBeHb YyOeguTenbHOCTU pekomeHaauuum - C (YypoBeHb
IOCTOBEPHOCTHU JOKA3aTeIbCTB — 4)

KommenTapum: Hecmompsi Ha O6e3onacHocms XT 6o II u III
mpumecmpe OepemeHHOCMU, ee npoeedeHue (BS13aHO C BblCOKUM
PUCKOM CNOHMAHHBIX AO0PMO8 U hpexrcoespeMeHHblX POJ08.

PeromeHayeTcst BBITIO/THSTD eXXeHelelbHbIN KOMILJIEKC
McCeqoBaHMii [IJIsT OlleHKM (PYHKIIMOHAJTIbHOTO COCTOSIHMS TIofa C
0ocoObIM BHMMAaHMeM K KapauajabHOV ¢GyHKUMKM Ha ¢GoHe
niporpamMHuon XT OILJI [42].

VpoBeHb YyOeaUTEeIbHOCTM peKoMeHaanuu - B (YpoBeHBb
JOCTOBEPHOCTM J0Ka3aTelabCTB — 3)

PeromeHayeTcst npu TJIAHOBOM rpexaeBpeMeHHOM
poropaspellieHu Ha cpoKe 24-35 Hepn MPOBOAUTH MPOPUIAKTUKY
CMHJIpPOMAa OCTPOTrO PeCnMpaTOPHOTO AUCTPecca y HOBOPOKIEHHOTO
— B/B BBelleHMe #aeKcaMeTasoHa™™ 12 mr 2 BBemeHus uepe3 12
YacoB 3a 2 CYTOK [0 ponoB [46].

VpoBeHb Yy0eOuUTEeIbHOCTU peKoMeHAauuu - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lIbCTB — 3)

He pexkomeHayeTcs1 KOpMieHMe I'PYAbIO IIOCIE pOLOopaspelieHus
Ha ¢oHe mpoposkatonieiics XT [42].

VpoBeHb YyOeaUTEeIbHOCTM peKoMeHAanuum - B (ypoBeHBb
JOCTOBEPHOCTH 0Ka3aTelabCTB — 3)

He pexkomenayercsa sxeHumHam ¢ OIIJNl 1wianupoBaHue
6epeMeHHOCTM B mepuon JiedeHust ATRA**  Bo BpeMms
KOHCOJIMAMPYIOIIei WIn rnojaaep>XXuBalroien Tepanmmn
(TepaToreHHbIl apdekT ATRA**) [44].



VpoBeHb YyOemuTeabHOCTM pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTM 10KA3aTeIbCTB — 5)

3.8. Jleuenue peruausa OILJI

Ilo danHbimM pasHslx uccnedosaruli, npumereHue moHomepanuu ATO 6
sneueHuu peuudusa OILI no3gonsiem docmuub 2-Ui MOJEKYJSAPHOLL
pemuccuu 8 70-90 % cnyuaes [47,48]. B mo e epems ucnosb308aHue
MPAHCNAAGHMAYUOHHBIX ~ N00X0008 Y  NAYUEHMO08,  KOMOpbIM
docmuzHyma 2-a pemuccusi OIUI, nokassieaem ux npeumyuiecmeo
neped ucnonv3oearuem monavko ATO-codeprcawjux npozpamm. Takx,
Hanpumep, ucciedosaHue esponelickoti  epynnel  LeukemiaNet
nokasano 3-nemuwio OB y 80 % 6GonvHbIX nocie npumMeHeHus: aymo-
TICK 80 emopoti MONEKYASIPHOU peMuccuu no cpasHeHurw ¢ 59 %y
nayuerimos 6e3 TI'CK [49]. Xoms anno-TICK xapakmepu3yemcs, no
OaHHbLIM ~ HEKOMOpbIX  UCCNe008aHULl, MeHbUlell 8epOsIMHOCMbIO
paszsumusi noemopHuix peyudusos nocie TI'CK no cpasHeHuio ¢ aymo-
TI'CK, nemanvHOCMb, C8S13AHHAS C JleueHuem, deaaem 3mom nooxod y
nauuermos 8o emopoti pemuccuu OITI meHee npednoumumenvHviM NO
cpasHeruro ¢ aymo-TICK [50]. Oxudams 6vicokyto a¢pekmusHocmo
aymo-TICK 8 mo xe epems ciedyem moibKO Yy NAuueHmos c
docmuzHymoti 2-1i MoJeKyIapHOLl pemuccuetl.

PekomeHpayeTcst y ManeHTOB C TOATBEPXKAEHHbIM
MOJIeKY/JISIpHbIM  peuuauBom  OIUI  (ompeneneHHbIM Kak 2
10C/Ief0BaTEIbHBIX [TLIP-110/105KUTEIbHBIX aHa/IM3a co
cTabWIbHBIM HapacTaHuem YpoBHSI PML-RARA-TpaHCKPUIITA)
He3aMe[IUTe/IbHO HadyaTh Tepalnio, BKiavawiryio ATRA** u ATO,
C LIeJIbIO TIPeOTBPallleHUs Pa3BepPHYTOTO peuuausa [47,48].

VpoBeHb YyOeauTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lIbCTB — 4)

KommenTapum: xoms ATRA** 6 couemanuu ¢ XT moxem Obimb
UCNO/Ib308AHA 8 Kauecmee mepanuu chaceHust, cxemsl Ha ocHoge ATO
8 Hacmosuiee epems cuumaromces 1-ti aurueti neueHus peuudusa OIT/I

PekomMeHayeTCsT TMalyeHTaM, VY KOTOPbIX TIIOjlyueHa 2-4
MoekyssipHas TP, paccMOTpeTb BO3SMOKHOCTDb BBITIOJIHEHMST ayTO-
TT'CK [49].

VpoBeHb yOeauTeabHOCTU pekoMeHgauuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/lIbCTB — 4)



KommenTapumu: aymo-TICK wMmoxem 8binONHAMbCS MONbKO 8
cyuae, eciu 8 3a20MmMoeJIeHHOM aymompaHcniaHmame omcymcmayem
MOJIEKYISIPHBLU MapKep.

PekomeHAyeTCA TalMieHTaM, y KOTOPbIX He [OCTUTHyTa 2-5
MOJIEKY/ISIpHAsI peMuccusi, paccMoTpeTh BO3MOXHOCTb
BbinoiHeHMs anno-TI'CK [50].

VpoBeHb YyOeauTenabHOCTM pekomMeHaanuu - C (YpoBeHb
JOCTOBEPHOCTHU I0KA3aTe/lbCTB — 4)

PexomeHpayeTcss s mauuMeHToB ¢ peuuausom  OIIJI,
IIPOTeKAIIMM TOJBKO ¢ mnopaxeHuem IIHC, wmHAOyKuMoOHHAsA
Tepanus U3 MUHMMYM e€KeHelleJlbHOro (ONTMMAa/JIbHO 2 pas3a B
HeJlesi0) MHTPATEKaJIbHOTI'O BBeJIeHUS 3 rperapaToB
(#meToTpekcata**15 mr, nurapabuna** 30 Mr u mekcameTrasoHa™**
4 Mr) OO TIOMHOW SJAMMMHALMM  OIYXOJeBbIX KJIIETOK U3
CIOMHHOMOS3TOBOI >KMOKOCTM, 3aTeM BBIIIOJHSIEeTCI oT 6 mo 10
MHTpATeKaJbHbIX BBeIEeHMII B  KaueCcTBe  KOHCOJAMUOALIVN.
[Tapajie/ibHO O/IKHO MPOBOAUTHLCS CUCTEMHOE jieueHMe Kak Mpu
KOCTHOMO3TOBOM penyanse [51].

VpoBeHb YyOeauTenbHOCTM peKomMeHaanuu - C (YpoBeHb
JOCTOBEPHOCTHU IOKA3aTe/lbCTB — 4)

3.9. Tepanusa OILJI, MHAYIIVIPOBAHHOIO
IpesluecTBYIoNleil XuMuoTepanmen

PekomMmeHayeTCsl jieyeHue IanueHTOB €O BTOpuYHbIM OIIJI Kak
TIePBUYHOTO OITI C TIOITPABKOM Ha BO3MOXXHYIO
KapOMOTOKCUMYHOCTb BC/IEACTBME TPeIIIeCTBYIOLIe Tepanun
QHTpaMKIMHAMM U TlepeHeCceHHbIX MHQPEKIMOHHbBIX OCI0KHEeHU
[1-3,5,36].

VpoBeHb YyO0eauUTeNbHOCTUM pekoMeHmanuu - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

3.10. ConmpoBoauTe/bHAS Tepanusa

PekoMmeHayeTcsl BCceM IallMeHTaM CONPOBOAMTE/IbHASI Tepamnus
IJ1sI TpOPMUIaKTUKM OCTIO0KHeHMT Ha ()oHe OCHOBHOI Tepamnuu [1-
3,5].



VpoBeHb YyOeauTenbHOCTM pekoMeHaanuu - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

KoMMeHTapum: npumeHsemcss HasHawdeHue annonypurona™** (300
MZ/MZ ) 8 nepssle uacsl duazrHocmuku OJI. Ob6sem 8800uMOli HuUIKOCMuU
npu OILI (pacmeop Hampus xaopuda**, pacmeop dekcmpo3wvl ™™, C3II,
Kpuonpeyunumam, ans0ymuH** npu Heobxooumocmu, mpomoouumslt,
apumpouyumsl) 8 meueHue CymoK Moxcem cocmasnsimo Oosnee 3 1,
no3momy HeobX00uMbl OUEHb HeCMKUL KOHMpPOJlb 800HO20 OanaHca u
cmumynsyus ouypesa. Takxe ciedyem NOMHUMb, UMO 2unepeoiemus
npu OIUI moxcem nposoyuposame 06o0Jiee 8bICOKUL PUCK JIe20UHbLX
0CTI0XCHEHUl, cepdeuHoli HedoCMamouHOCMu, UMUMUPO8amMs CUHOPOM
JdugepeHuUpoBKU 0NYX01€8bIX KEMOK.

BaxcHviM 01 Kynuposauusi 0cioxcHeHuti Ha ¢oue Hauana XT npu
zunepJetikoyumo3se, 0C00eHHO Ha (poHe OOoNbUWIOL B0/1eMUUECKOT
Hazpy3ku U KOAYJNSAUUOHHbIX HApYWEeHUll, s516/151emcsi 6blNOJIHEHUE
niasmaobmena.

Ha3naueHue aHmu6aKmepuaﬂbelx, npomueoepu61<06b1x ons

CUCMEMHO020 npuMeHeHus, npomu8o8uUpyCHbIX cpedcms
pezniamenmupyemcss npu OIUI memu xe npasunamu, Komopwle
UChob3yromcs 8 JleueHuu OMJIL. IlpumeHeHue

KOJIOHUecmumyaupyowux gakmopos npu OIJI He NOKA3aHo.

He pekomMeHayeTcs y IalueHTOB ¢ BepuduuypoBaHHbiM OIIJI
MIPUMEHSITh #TUAPOKCUKapOamMua ™™, Tak KaK OH YBeJIMUMBAET PUCK
TSIKEJIbIX reMOpPpParnuyeckux OCJIOKHEeHUI [2].

VpoBeHb yOeauTeabHOCTHM pekoMeHpanuu - C (YpoBeHb
IOCTOBEPHOCTU JOKAa3aTelbCTB — 5)

KommeHTapun: #eudpoxcuxapoamuo ** (8 pexcume,
3apezucmpupo8aHHom Ol XPOHUUECK020 Muenosetikoda, 0o 2 2)
Moxcem OblMb UCNOB308AH 8 CIyude passumust jetikoyumosa Ha ¢oxe
mepanuu ATO u ATRA**,

PekomeHayeTcst BceM nanyeHTam Ipu rnposegeHmu XT ¢ 1en1b1o
MPOUAAKTUKY TONTHOTHI ¥ PBOTHI UCIIOJIb30BaTh IIPOTMBOPBOTHBIE
npenaparsi [52].

VpoBeHb YyOeauTeabHOCTM perkoMeHaaumuii - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJbCTB — 4)



PekoMmeHAyeTCcs BCeM IaliMeHTaM, IIOJy4YalOIUMM 2-JIETHIOIO
MO eP>XXKMBAIOIIYIO Teparmo MepKaIToIypuHom™* "
MeTOTpeKcaToM™*, Ha3HauaTh IPOMPUIAKTUKY ITHEBMOILMCTHOI
MMHeBMOHMUM  #KO-TpUMOKca3zoysiom  (cyibdameTokcazoiom  +
TpuMeTOonIpuMoM)™* 1o 480 mr 2 pasa B CyTKu [53].

VpoBeHb YOeOUTEIbHOCTM peKOMeHaanuii — B (ypoBeHb
IOCTOBEPHOCTM JOKa3aTeIbCTB —2)

PekOMeHZyeTCcsI TIpY BO3HMKHOBEHUM OCTPOTO WJIM XPOHUYECKOTO
60/1eBOr0 CMHApPOMa YTOUHEHME ITUOMOTUM OO ; TIPU BbISIBJIEHUN
ouara BOCHaJeHNsI — ITPoBefeHe HeOOXOIMMbIX MEPOIIPUSITUI 110
ero JIeUeHMI0 COIJIaCHO COOTBETCTBYIOLUIMM  KIMHUYECKUM
peKoMeHJanusIM (BKIOYAsl MPM HEOOXOOMMOCTU XMPYpPrudyecKoe
JedyeHue); TPU UCKIIOUEeHUM UHOEKIMOHHO-BOCTIAIUTEIbHOM
npUpoabl 0OJEBOrO0 CHMHAPOMA pPEKOMEHIyeTCs IpoBefeHue
006e30601Balolei Tepanuy COMIaCHO CYIIEeCTBYIOMIMM ITPOTOKOIaM
006e3060/1MBaHMSsT (cMm. COOTBETCTBYIOIIVE KIMHUYECKIe
pekoMeHJaluMu 10  XPOHMUYECKO  6omu,  KIMHUYeCKue
peKoOMeHJaluK 10 aHeCTe3MoJIOTUM), B TOM UYMCIe 110 MOKa3aHUsIM
— € TIpMMEHEHWEM ONMOMIHBIX AaHAJIbIeTUKOB, C YYETOM
BO3MOXXHBIX TTPOTUBOIIOKA3aHUi, CBSI3aHHBIX C IIUTOTIEHME,
VHBIMU KIMHUYECKUMU CUTyauusimu [54].

VpoBeHb YyOeauTeabHOCTM perkoMeHaauuii - C (YypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 5)



4. PeaOuauranmus

CneyuanvHsix memodos peadbuaumavuu npu OITT He cyuiecmayem.

PeKOMeHAYyeTCA IpoBeeHNe peabuanTaluy Ipy BOSHMKHOBEHUA
OCJIOKHEHWMII TOC/Ie 3aBeplieHust rnporpamMmbl Tepanuu OIUI B
paMKax COOTBETCTBYIOIIMX HO30/I0THiA [55].

VpoBeHb YyOeguTenbHOCTM peKoMmeHaauuiti — C (ypoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

KoMMeHTapum: nocie OKOHUAHUS JieueHus pekomeHdyemcs eecmu
3doposulii obpas3 HCU3HU, UCKTIOUUMDb UHCONIAYUIO u
¢usuomepanesmuueckue npouedypsl. Ilpu nposederuu XT 803MoxcHa
kapouo-, z2enamo-, Helipo-, Heppo- u Opyzas MOKCUUHOCMD,
nocnedcmaust Komopotii Moz2ym nposieimsCcsl U hocjie ee OKOHUAHUS.



5. IIpodpuaaxkruka

Cneuuduueckoii  npopunakmuxku  803HukHoseHuss  OIIJ  He
cyuwecmayem

PekomeHayeTcsT B paMKax [OMCIAHCEPHOTO  HaOoaeHUs
ManyMeHToOB IIowIe OKOHYaHusA mnporpamMmMmbl  Tepanuu  OIIJI
BBITIOJIHSITh MCCIemoBaHMe obmero aHanmsa IIK Kakobiii Mecsir B
TeyeHMe mepBbIX 2 jeT u 3aTeM 1 pa3 B 2-3 mecsiiia 10 5 jeT oT
HayaJia JieyeHus ; BBIMOMHATDL MyHKL KM B TeyeHnue 1-ro roga — 1
pa3 B 3 Mecslia, majiee — 1 pa3 B 6 MecCsleB B TeUeHue 2-ro roja,
majee — 1 pa3 B rom A0 5 ser HaOMOmeHMs IS KOHTPOJIS
o dexTMBHOCTM JIedeHUSI UM  CBOEBPEMEHHOIO  BbISIBJIEHUS
peuugusa [2].

VpoBeHb YyOeauTeabHOCTM pekoMeHaamuii - C (YypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

KoMMeHTapumu: 8HeniaHosoe 8uinojiHeHUe 00uiez0 aHanu3a Kposu
NoKAa3aHo npu J0bIX U3BMEHEeHUsX 6 COCMOsSIHUU nayueHma.
BHennaHosoe uccnedosanue KM noxka3aHo npu 8wvlisieieHUU Ji00bIX
usmeHeHull zemozpammol. BonvwiuHcmeo peyudueos npoucxodum 8
meueHue 1-3 nem nocne okoHuaHuss mepanuu. CmaHoapmu3068aHHble
gpemeHHble mouku 83amusi KM Heob6xo0umbi npu moHumopuHze MOB.

Opranmnsanysi OKa3aHUs
MeOAULIMHCKOM ITOMOIIA

MenuiiMHCKast IOMOIIlb, 38 UCK/IIOUEHNMEM MEIUIIMHCKOI MTOMOIIN
B paMKax KJIMHMYECKOV ampobamnuyu, B COOTBETCTBUU C
denmepanbHbiM 3akoHOM oOT 21.11.2011 N2 323-®3 (pen. oT
25.05.2019) «O6 ocHOBax OXpaHbI 3I0POBbS IpaxkaaH B Poccuiickoit
denepauyin» OpraHU3yeTCs M OKa3bIBAETCS:

e B cooTBeTcTBUMM C IlonokeHnem o0 opraHusanuyu oOKa3aHUS
MEeIUIIMHCKOM TIOMOIIM I10 BUIAM MEIUIIMHCKOV IIOMOIIMN,
KOTOpOE YTBEPXKAAEeTCS YIIOJTHOMOUYEHHbIM defepaabHbIM OPraHOM
MICTIOJIHUTEIbHO BJIacTH;

® B COOTBETCTBUM C MOPSIAKOM OKa3aHMUSI MOMOILIM II0 MHpPOduIio
«TeMaToJIOrusI», 00sI3aTeJIbHbIM /IS MCIIOJIHEHMSI Ha TEePPUTOPUA



Poccuiickoi @enepaiiyy BCeM MeOUIIMHCKMMU OPraHM3alusIMu;
Ha OCHOBE HACTOSIIMX KIMHMYECKMX peKOMEeHIallNii;

C y4yeTOM CTaHOAPTOB MEOUILMHCKON IIOMOIIM, YTBEPKIEHHbIX
VIIOJTHOMOYEHHBbIM  (efiepa/ibHbIM OpPraHOM  MCIIOJHUTEIbHOM
BJIACTMU.

[lepBuyHas crieuuann3MpoBaHHAs MeOMKO-CaHMUTApPHAsI ITOMOIIb
OKa3bIBAae€TCsI BpPauyoM-reMaTOJIOrOM UM  MHBIMM  BpadyaMu-
criellMaaucTaMu B IleHTpe amOyJaTOpHOV TIeMaToJ0rnuyecKkoi/
OHKOJIOI'MUYeCKOJ ITOMOIIM JIMOO B IePBUYHOM IeMaTOJIOIMUecKOM/
OHKOJIOTUYECKOM KabuHeTe, II€PBMYHOM TIeMaTOJIOTMUYECKOM
OTAe/eHNM, TIOJUKIMHUYECKOM OTHOe/JeHUM OHKOJIOIMYeCKOro
IycraHcepa.

[Tpu BbIsIBJIEHMM Y OOJILHOTO BOJIOCATOKJIETOYHOTO Jieiiko3a (BKJI)
WIM TIOOO3pEHMM Ha Hero Bpauu-TepamneBTbl, BpauM-TepareBThbl
Y4aCTKOBbIE, Bpauy 00Iel MpaKTUKM (CeMeiHble Bpaun), Bpaun-
CIelMaanCThbI, cpenHue MeOULIVHCKIE pPabOTHUKMA B
YCTAHOBJIEHHOM MOPSI/IKe HAPaBJsIOT 60JIbHOTO Ha KOHCY/IbTAIMIO
B ILeHTp aMOyJaTOPHOI TIeMaTOJ0rMuYecKoi/OHKOIOTMYeCKOo
nomMom Jaubo B IEPBUYHBINA TIeMaTOJOTUYECKUII KaOWHET,
TIEpBUYHOE  reMaTo/JorMyeckoe  OTAe/leHMe  MeOULMHCKOM
opraHu3sauuu TJIST OKa3aHUs emy TIepPBUYHOI
CrelaJan3upPOBaHHON MeIMKO-CaHUTAPHO ITIOMOILN.

Bpaq—reMaTonor 8.M6Y]IaTOpHOI'O mwin CTalyMOHApHOI'O 3B€Ha

reMaTOJIOrMYeCKOM IIOMOIIN OpraHmsyetT BBIIIO/THEHME
ANAaTHOCTNYECKUX I/ICC.TIe,ILOBaH]/II‘;I, H€O6XO,ZU/IMBIX HJIs1
YCTAaHOBJIEHUA OMardo3a, BKII04Yad pacCIIpoOCTPpaHEHHOCTb U CTaANIO
3a00j1eBaHMSI. B cjiydyae HEeBO3MOXHOCTU IIpoBeaeHmnAd

IVArHOCTUYECKUX  MCCIeNOBaHMM  IMALMEeHT  HaIlpaBJIsIeTCs
Jleyalnum BpauyoM B MEOUIIMHCKYK OpraHM3aliMio, OKa3bIBAKIIYIO
MeOUIIMHCKYI0 TOMOILIb  OOJbHBIM C  IeMaTOJ0TMYeCKUMU
3a00/IeBaHMSIMM [IJI1 YCTAHOBJIEHMSI [MarHo3a ¥ OKa3aHUS
CHelaJn3upPOBaHHOM, B TOM YMCI€ BbICOKOTEXHOJOTUYHOIA,
MeOULIVHCKOM ITOMOILIN.

[Tpu BoIgBAeHMM BKJI wiM rmogospeHMy Ha HEro B Xo4e OKa3aHus
CKOpOJ MEeOUIIMHCKON TIOMOIIM OOJBbHOTO TIepeBOASIT  WIIU
HalpaB/sIlOT B MeOULMHCKME OpraHusanuy, OKasbIBawIllye
MEeOUIIMHCKYI0  IOMOIIb  OOJbHBIM C  I'eMaTOJOTMUYeCKUMM
3a00/IeBaHMSIMM, [IJISI  OINpedeNeHus] TaKTUKM BeOeHUs U
HEeOOXOIMMOCTU TIPUMMEHEHMS TOIIOJHUTENbHO IPYTUX METOIOB
CIeMaIM3UPOBAHHOIO MIPOTMUBOOIYX0IEBOr0 JIeUeHMS.



CnenuanuMsupoBaHHasi, B TOM UMCI€ BBbICOKOTEXHOJIOIMYHAS,
MeIUIMHCKAsS TOMOIIb OKa3bIBaeTCsl BpauaMM-remMaTojoraMu B
MEeOUIIMHCKMX OpPraHM3aLMsIX, OKa3bIBAOIIMX MEeIUIIVHCKYIO
nomonb 60abHBEIM BKJI, MMeIIMX JIUIEH3UI0, HEeOOXOAMMYIO
MaTepyuaabHO-TEXHUYECKYIO 6asy, cepTUdULMPOBAHHBIX
CIIEIIMAICTOB, B CTAllMOHAPHBIX YCJIOBUSIX U YCJIOBUSIX THEBHOTO
CTaliOHapa ¥ BKJIIOYaeT B ce0s1 MPOUIAKTUKY, AUATHOCTUKY,

JeyeHue reMaToJIOrMYeCKUX 3a00/1eBaHMIA, TPEOYIOIIUX
MICITIOJIb30BAHMSI CHELMATbHbIX METOIOB M CJIOKHBIX YHMKAIbHBIX
MeIULIMHCKUX TEeXHOJIOTUIA, a TaKKe MeIULIVHCKYIO
peabuanMTaLMIo.

B MepguumHCKON oOpraHmM3aluy, OKa3bIBAWOIIEN MeOUIIMHCKYIO
riomoinb 6oabHbIM BKJI, TakTMKa MeIMIIMHCKOTO 00CIeIOBaHMS U
JiedeHusI yCTaHaBJIMBAETCS BpauyaMy-reMaToioraMu C
IIpUBJIeYEeHNEM pu HEeOoOXOIMMOCTHU APYIUX Bpaueil-
CIIEIIMAICTOB, €C/IM IIOTPedyeTcsl — C MPoBeAeHMeM KOHCUIMYMa.
Pemenme KOHCUIMyMa Bpauveil odopmisercss IIPOTOKOJIOM,
TOAMNMMCHIBAETCS YYACTHUKAMM KOHCUMIMYMA Bpauveil M BHOCUTCS B
MeOUIIMHCKYIO TOKYMEHTALMI0 60JIbHOTO.

[TokaszaHMsl K roCOUTANU3ALUNM B KPYIJIOCYTOUHbBI MM OHEBHOM
CTalMoHap MeOUIMHCKOM OpraHM3aluMu, OKa3bIBalolleit
CrieuMaan3upoBaHHYyI0, B TOM YMCI€ BbICOKOTEXHOJIOTUYHYIO,
MeIUILIMHCKYIO TTOMOIIb 110 MPOGUII0 «OHKOJIOTHS» OIpPenessioTCs
BPauoOM-TeMaTOJI0rOM/KOHCMIMYMOM Bpauel C IIpuBjIedeHeM pu
HeoOXOIMIMOCTHM IPYTUX Bpaueii-cIrielnaaucToB.

IlokazaHus OJ1s1 IMJIAaHOBOM rOCIMTAaIN3al[UN:

MOATBEPKAEeHHbIN nuardo3 OIUI;
riposeneHue NP;
IIpoBedeHMe KOHCOMUIUPYIOILEro JjedeHmsl.

IlokazaHus OJjisi SKCTPEHHOM roCIIUTaAn3alnun:
rnomo3peHue Ha auardos OIIJI.
IloxkasaHus K BBINMCKE MallMeHTa U3 cTalMoHapa:

OJOCTVOKEHME peEMUCCUN B XO4 € MHAYKIIMOHHOTIO JICUEHNSI
IIpoBedeHNe Teparinmy KOHCO/Indaunm peMmnCcCnm.



3aKkjoueHne O IeJiecooOpasHOCTM IepeBoja OGOJbHOTO B
pOGWIbHYI0 MEIUIIMHCKYIO0 OPTraHMU3aIMI0 OCYIIEeCTBIISIETCS TTOC/Ie
IIpeJIBapUTEIbHOI  KOHCYJIbTALMM MO  IIPeJOCTaBJIE€HHBIM
MEIUILIMHCKMM OOKYMEHTaM W/WIM IIpeaBapuTeIbHOTO OCMOTpa
60JIbHOTO BpauyaMM-CIIeLMaaMCTaMy MeIUIIMHCKON OpraHu3alun,
B KOTOPYIO IVIAHUPYETCS IIEePEBO/I.

OpraHusanilMOHHbIE BOIPOCHI. YUUTbIBAsI  peKOMeHOalLuu
eBpOIIeiiCKOr0 ¥ MMPOBOTO COOOIIECTBA, a TaKKe COOCTBEHHbINM
onbIT 110 JedyeHnto OMJI u OITI B akageMnueCckKux U permoHaJIbHbIX
IIeHTPAaX, XOTeJI0Ch ObI TOAUEPKHYTh, UYTO JiedeHMe nanueHToB ¢ OJ1
(8 uvactHocTu, OIIJI) [OMKHO OCYWECTBJISATBCS JUIIb B TexX
MEeOULIVHCKUX VYUYPEeXOEeHUsAX, B KOTOPBbIX €eCTb Bpauyu BcCeX
crielyajJbHOCTe (MHOrONpo(uIbHbIE KIMHUYECKNME OOJbHUIIbI,
IIPM KOTOPBIX CYIIECTBYIOT COOCTBEHHbIE OTHEe/NeHMs TepeBaHus
KPOBM WJIM OCTYITHA KPYIJIOCyTOUYHAasl TpaHCy3MOHHAs TOMOIIlb)
M OXBaT HaceleHMs y KOTOPBIX cocTaBjseT He meHee 500 ThIC.
VHOyKIMOHHAsA Tepanus MOO/KHA IIPOBOAMTHCS JIUIIb B TeX
LIeHTpax, B KOTOPbIX Uynciao naumueHToB ¢ OMJI B rof, cocTaB/isieT He
MeHee 5 1 B KOTOPBIX BBIIIOJIHSETCS B TOM UMC/Ie ¥ BbICOKOJO3HAs
XT. B cOOTBETCTBUM C STUMU PEKOMEHIALUSIMMU LIEHTPbI, KOTOpPbIE
npoBogdaT Jjeuenue 5-10 maummentoB ¢ OMJI B rom, Oyayr
CTAJIKMBAThCS He 6ojiee ueM c¢ 1 manyentom ¢ OITJI kakaple 2 rona.
XOTS 3TO ¥ OrpaHMYMBAET OIBIT HEOOJbIINX LEHTPOB B JIEUEHUM
OITJI, coBepllleHHO SICHO, YTO OINTUMMAJIbHbIN pe3yJabTaT 3aBUCUT OT
OBICTPOTO IPOBeIeHMsI OMaTHOCTUUECKUX Mpolieayp, HOCTyIla K
ATRA™* M  KOMIIOHEHTaM  KpOBM. OTO  MOOAYEepPKUBaeT
HEeOOXOIMMOCTb  CO3JaHMSI  HAIMOHAJBbHBIX  PEeKOMEHIALNIA,
KJIMHUYECKUX  TMPOTOKOJIOB, IIPOBedeHMsI KOOIepUPOBAHHbIX
Muccaeg0BaHUM C 11eJIbI0 TIOBBINIEHNS K/IMHUYECKON
HACTOPOKEHHOCTU ¥ OBICTPOTHI AEMCTBUII, KOTOPbIe HEOOXOIVMBbI
Vi1 cBOoeBpeMeHHOI  auarHoctuku OIUI  u  amekBaTHOM
COMPOBOAUTENbHOM Tepaliuyu, HaNpaBJIeHHOM Ha CHUKeHue
JIETAJIbHOCTU B TIepuUof, MHAYKUUM, HE3aBUCUMO OT BeJIMYMHbI
reMaToJIOrM4YeCcKOoro IeHTpa.

Nudopmanusa o npumeHennio ATO B Poccun. ITpenapatr ATO
3aperucTpupoBaH B Poccuu, OOHAKO OH OTCYTCTBYeT Ha
poccuiickom  (apmalieBTMUeCcKOM pbIiHKe. Tem He MeHee
He3aperucTpyupoOBaHHbIE  TOProBble  HAaMMEHOBAHMS  MOLYT
JCIIONIb30BAaThCsl B JiedeHUM mnaumeHToB ¢ OIIJl Ha ocHoOBaHUU
KOHCUMIMYMA Bpaueili M HaA OCHOBAaHMM IIpMKasa MMHUCTPaA
3gpaBooxpaHenuss Poccum N2 494 or 9 asrycra 2005 T.



«06 obecrieueHuM OOMbHBIX JIEKAPCTBEHHBIMU CpeNCTBaAMU [JIsl
VHAUBULYAIBHOTO IIPUMEHEHUS 110 XM3HEHHBIM MMOKa3aHUSIM», CT.
47 u cr1. 48 ®enepanbHoro 3akoHa ot 12.04.2010 N2 61-®3 «06
oOpalleHuM  JIeKapCTBEHHBIX  CpeAcTB» ¥ I[locTaHOBIEHMSI
[IpaButenbcTtBa Poccuiickoin @epepaunum ot 29.09.2010 N2 771
«[IpaBuyiia BBO3a JIeKapCTBEHHbIX CpPeACTB [JII MeOULIMHCKOTrO
IpuMeHeHusT Ha Tepputopuio Poccuiickonn @enmepauyuu». Takum
0o0pa3oM, B KaKIOM WMHIAMBUAyaJIbHOM Caydyae Ha OCHOBaHUM
KOHCUMIMYMA Bpayeil MOXHO IOJYUYUTh paspellieHne MuH3OpaBa
Poccu Ha BBO3 M UCIIONb30BaHMe Yy rmanueHToB ¢ OIIJI
HEe3aperucTpUPOBAHHOTO TOProBOrO HAaMMEHOBAaHMS IIperiapaTra
ATO*:::



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00JIeBaHUS

IlonroTOoBKa O00pasHoOB JS  MOJIEKYJASPHO-T€HETUYECKUX
MCC/IeOBAaHUI U UX XpaHEeHMe

FISH

Ina FISH-uccnemoBaHus HeooxoauMo oT 3 1o 4 maskoB KM u ot 3 1o
4 ma3koB IIK, rosydeHHbIX Ha MOMEHT YCTAHOBJIEHMSI OMarHo3sa.
OOpasiibl MOTYT OBITH OTIIpPaB/ieHbI MPM KOMHATHON TeMIlepaType.
Masku, KOTOpble He UCIOJb3YIOTCS HeMeJIEHHO, TO/IKHBI XPaHUTbHCS
ripu —20 °C, MOKpPBIThIE ATIOMUHMEBOI GyMaroii.

OT-IILP

s seigenenuss PHK n OT-IILIP Tpe6yeTcst 1 mpobupka ¢ KM (2-3 M)
mwin 1 mpobupka c IIK (20-30 mu1, mockombky uvacto mpu OII
perucTpupyetcst rimyookasi JeiKkomeHust), comepykamiasi Jubo IuTpaT
HaTpusi, JMOO STUIEHIMAMMHTETpayKCcycHyl Kuaiory (EDTA).
O6pasupl KM mnu ITIK gomkHbl ObITh 00paboTaHbl B TeyeHue 24 4.
BoiziesieHHbIe MOHOHYKJIeApHbIe KJIeTKM B TYaHUOMHE U30TUOLIMaHaATe
Moryt XpaHutbcsa Tipy 20 °C. [ Bcex wmccaenoBaHUM
npenrnoututenedH KM.

Kapuorunuposaunue u FISH

st o6p1uHOro KapuorumnupoBauust u FISH-uccnenosanmsi KM (o6beM
1-2 MJI) mo/mKeH OBbITh IIOMeIlleH B MpPOOMPKY C TelmapuMHOM U
OTIIpaBJIEH MpM KOMHATHOM TemIieparype. O06pa3siibl, 00paboTaHHbIE
Mpy TIOCTYIJIEeHMM B JabopaTopuio B BHUIE OCAXAEHHbIX Siep,
(GUKCMPOBAHHBIX C TTOMOIIbI0 MeTaHoJIa U YKCYCHOM KUCIOTHI (3 : 1),
MOTYT XpaHUTBCS pu Temriepatype —20 °C.



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

Kpurepuu onieHKM KauyeCcTBa MeIUIIMHCKON ITOMOIIU

Kputepumn kauecrBa

OueHKa BbINOJIHEHUNA

Y naumeHTa C nogo3peHuMeMm Ha OIJ1 BbinonHeH c6op
aHaMHesa (B TOM 4uC/ie CEMENHOro U NpodecCnoHasnbHOro) u
xanob

DNa/HeTt

MauneHTy c nogospeHnem Ha OlNJ1 npoBeaeHo dusmMKanbHoe
obcnepoBaHve, BKKOYalLWee W3MepeHue pocTta U Maccol
Tena, TeMmnepaTypbl Tena, OUEHKY COCTOSAHUA  KOXHbIX

NMOKPOBOB, KOCTHO-CYyCTaBHOM CUCTEMBI, BblsiBfieHNe
npu3HaKoB reMmopparmyeckoro CcMHApOMa, Hannune
renaTocnsieHoMeranuu, numdaneHonaTum, Hanuuune

NPU3HAKoB AUCHYHKUUWM cepaua, Nerkux, NneyeHu, opraHoB
3HAOKPWUHHOW, HEPBHOM CUCTEMbI

DNa/HeTt

MauneHTy ¢ nogo3peHnem Ha OlMJ1 nnun c BepndULNPOBaHHbIM
OMNJ1 o Havana ne4yeHus U B xo4e Tepanun BbINOJIHEH 06K
aHanm3z [K ¢ noacyeToM nenkouuTapHouW GopMynbl WU
onpeaeneHnem ymcna peTuKynoumMTos n TpoM6OUMNTOB

Na/HeTt

MauneHTy ¢ nogospeHnem Ha OMJ1 nnu c BepndULUNPOBAHHBIM
OMJ1 po Hayana feyvyeHus M B XoAe Tepanuu BbINOJSIHEH
bnoxmmMmnyecknin aHanms kposu (06wmii 6enok, anbbyMmuH,
MO4YeBUWHa, KpeaTUHUH, Kanuim, HaTpUK, Kanbuui,
nakTaTaernaporeHasa, wenovHas docdaTasa, TpaHCaMUHasbl
anaHuHoBas 7] acnaparnHosas, 6nnnpy6buH obwni,
CcBO6OAHbIN N CBA3a@HHbIN)

LNa/HeTt

MaumeHTy C nogospeHnem Ha OMJT nnn c BepndUUNPOBaHHbIM
OMJ1 pgo Havyana nedeHns n B XxXoAe Tepanuu BbINOSIHEHO
nccneaosaHuve CBepTbIBaKoLeNn cUcTeMbl KpoBM
(akTmBmupoBaHHoe 4acTMyHoe TpPoMbOOr/IacTMHOBOE BpeMS,
npoTpoMbMHOBOE BpeMs, TPOMHBUMHOBOE BpeMs, pubpuHOreH)

Na/Het

Yy naumeHTa c rnoao3peHnem Ha onn nnu c
BepuduunpoBaHHbiM OMJ1 A0 Hayana seyeHMss U B Xoae
Tepanuu BbiNoAHeHO Y3W opraHoB 6ploWHOW nonoctn ¢
ornpeaesieHnem pa3mepos neyeHu, ceneseHkun 4
BHYTPUOPIOWHBLIX NuM@aTnyecknx ysnos, a Takxe Y3U
OpraHoB Masioro Tasa y XeHLWMWH 1 NpeacTaTenbHON Xenesbl Y
MY>XYMH

LNa/HeTt

Yy naumeHTa C rnoAo3peHnem Ha onn unv C
BepuduunposaHHbiM OlJT g0 Hayana neyeHMs U B Xoje
Tepanuu BbINOJIHEHa peHTreHorpadua wu/wnn KT opraHos
rpyaHOM KNeTku

Na/Het

Yy naumeHTa c rnoao3peHnem Ha onn nnu c
BepuduunpoBaHHbiM OlJT A0 Hayana fneyeHMs M B Xxoae
Tepanuu BbinosiHeHa KT rosoBHOro Mo3sra

Na/Het

Yy naumeHTa c rnoAo3peHnem Ha onn nnv C
BepuduunposaHHbiM OIJT Ao Hayana neyeHMs U B Xoae
Tepanuu nonay4YyeH uuTonorndyeckuit npenapat KM nytem
NMYHKUMW U BbINOSIHEHO LMTONOMMYECcKoe U LUTOXMMUYECKoe
nccnenoBaHue onyxoseBbiX K1eTok B acnupate KM

Na/Het

10.

MauwneHTy ¢ ONJ1 BbINONHEHO LMTOreHeTn4yeckoe n/mnm FISH-
nccnepnosaHune un MNLUP-nccnegosaHne XMMeEpPHOro TpaHCKpuUnTa
B NyHkTaTe KM

LNa/HeTt

11.

Y naumeHTa C nogo3peHueMm Ha OIlJ1 HelameanuTenbHO, A0
reHeTu4ecKoro NoATBEPXAEHUS AnarHosa, HavaTta
conpoBoAuTENbHAs Tepanusl, HanpaB/ieHHasi Ha KOPPEKLMUIO
reMocrasa, u cneunduyeckasa Tepanus ATRA**

Na/HeTt

12.

MauneHTy C BepUdPMUMpPOBaAHHbBIM onn nposejeHa
cneumndunyeckas Tepanus, BkaoYvaowas ambdepeHumpytoLlee
neyverHne (ATRA**) n yMTOTOKCHMYECKYIO Tepanuio nnb6o ATO

DNa/HeTt
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HeBonbckux Ajekceii AjekceeBuM4, [.M.H., 3aMeCTUTeJb
IypeKTopa I10 jeye6Hoit padbore MPHII um. A.®. IIpi6a — dunnana
®OI'bY «<HMMULI paguonorun» Munsapasa Poccumn.



18. XammnoBa JKanHa BaagmmupoBHa, K.M.H., 3aMeCTUTeJIb
IVpeKTopa I10 OpraHM3alMOHHO-MeToauueckoi pabore MPHII M.
A.®. IIpi6a - ¢wimmana ®I'BY «HMULI, pagnonorun» MuH3gpasa
Poccun.

KoHIVKT MHTEPeCcoB: aBTOPhI He MMeIOT KOH(MIMKTA MHTEPECOB.




IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

LeneBasa ayauTopyusa KIMHUYECKUX PEKOMEHTAIIUA:

1. Bpaun-remaronoru

2. Bpaun-oHKo/I0r"

3. Bpaun-TepareBTbl

4. Bpauu-aKkyluiepbl-TMHEKOIOT U

5. Bpaun-aHecTe3MO0TY-peaHMMaTONIOTH
6. Bpaun-knmHmuueckme GpapmMaKkoaoru

MeToponorusa c60pa J0Ka3aTeIbCTB

MeTompl, MCIIOJb30BaHHbIE [JIsI COOpa/CeIeKUMM TOKa3aTe/IbCTB:
TIOVMCK B 3JIEKTPOHHBIX 0a3axX JaHHBIX.

OmmcaHue MeTOHOB, MCIOJb30BAaHHBIX MOJsS  cOOpa/cenekummu
IOKa3aTeJIbCTB: IOKa3aTe/lbHO 0a307 Aj1s1 peKOMeHIAIMiA SIBJISTIOTCSI
myonukauyy, Bomienmue B KoXpelHOBCKYIO OMOIMOTEKy, 0a3bl
naHHbIx EMBASE 1 MEDLINE. I'lmy6uHa nmoucka coctaBuia 10 jer.

Ta6muma A2.1. Illkana OLIEHKM YpPOBHEN!  OOCTOBEPHOCTU
nmokasartenbCTB (Y/) I MeTOmOB OUMArHOCTUKU (OUMArHOCTUYECKUX
BMelIaTeIbCTB)

yaa PacwuundpoBka

1 Cucrtematnyeckme 0630pbl MCCNEAOBaHUA C KOHTpPoOneM pedepeHCHbIM MEeToAO0M WU
cucTemaTuyeckuii 063op paHaoMmuanpoBaHHbIX KU ¢ npumeHeHneM meTaaHanusa

2 OTaenbHble WUCCNefoBaHUA C  KOHTposieM pedepeHCHbIM MeTOAOM WM  OTAENbHble
paHAoOMM3MpoBaHHble KW 1 cucteMatuyeckne o630pbl MccnefoBaHuii noboro aAnsaliHa,
3a UCK/IIOYEHMEM PaHAOMU3NPOBAHHBIX KW, C MpUMeHeHNeM MeTaaHanusa

3 WccnepoBaHns 6e€3 MNOCNefoBaTeNbHOMO KOHTPONS pedepeHCHbIM  MEeToAOM WM
nuccnenoBaHusi € pedepeHCHbIM  MEeToAOM, He  SBASKWMMCS  HE3aBUCUMbIM - OT
uccnefyemoro metofa, WM HepaHAOMU3UPOBAHHbIE CPaBHUTENbHbIE WCCNEAOBaHWSA, B
TOM YMCie KOrOpTHbIE UCCIeA0BaHUS

4 HeCpaBHMTeanble nccnenaoBaHus, onncaHne KIIMHNYeCKoro cnyydas
5 MmeeTcs nuwb 060CHOBaHME MEXaHU3Ma AENCTBUSA WU MHEHUE 3KCnepToB
Ta6mmmma A2.2. [llkaa OLEHKM YpPOBHEM IOCTOBEPHOCTU

nokasatenbcTB (YIOI) nas MeTomoB NPOGUIAKTUKM, JIeUeHUS U
peabunuTanuy (MpoUIaKTUIECKUX, JIeUeOHbIX, PeadMIMTALIIOHHbBIX



BMeIllaTe/IbCTB)

yaa PacwuundpoBka

1 CucremMaTmyeckum 0630p paHaoMu3nMpoBaHHbIX KU ¢ npuMeHeHneM MeTaaHanmsa

2 OTaenbHble paHAOMU3UPOBaHHble KN n cuctematmnyeckme 0630pbl MccnegoBaHuii nioboro
An3aliHa, 3a UCKYEeHWEM paHaoMun3nposaHHbIX KN, ¢ npuMmeHeHneM MeTaaHanmsa

3 HepaHoOMU3MpOBaHHbIE CpaBHUTESNIbHbIE WCC/EA0BaHUSA, B TOM 4UC/e KOropTHble
nccnenoBaHus
4 HecpaBHUTeNbHbIE UCCNEefOBaHUS, ONUCaHMUE KITMHUYECKOrO criyyas uian cepumn cry4yaes,

NccnefoBaHUs «Ciydali—KOHTPOb»

5 NmeeTcs nuwb 060CHOBaHWME MexaHM3Ma AeNCTBUMS BMelwaTenbCTBa (,EI,OKJ'IVIHVI'-IeCKVIe
MCCJ'Ie,D,OBaHVIﬂ) NN MHEHNE 3KCNEPTOB

Ta6muma A2.3. Illkajia OLIEHKM YpOBHelt  ybeauTeabHOCTU
pexkomeHganuit (YYP) masi MeTomoB INpOoGMIaKTUKM, OUATHOCTUKH,
JeueHMUsT U peabuautaumyu (IpOPUIAKTUUECKUX, TUATHOCTUUECKUX,
JleueOHBIX, peadM/INTAIMIOHHBIX BMEIIIaTe/IbCTB)

YYP Pacwudposka

A CunbHas pekoMeHaauusi (Bce paccMaTpuBaeMble KpuTepun 3dhdeKTUBHOCTU
(Ucxopbl)  SIBAAIOTCS  BaXHbIMW, BCE WCCNEeAOBaHUS  MMET BbICOKOE WK
yAOBNETBOPUTENIbHOE METOA0/I0rMYEeCcKoe KayecTBO, UX BbiBOAbI MO MHTEPECYIOLLMM
Ncxoaam SIBASIOTCS COrNlacoBaHHbIMM)

B YcnoBHasa pekoMmeHaaums (He Bce paccMaTpuBaeMble Kputepun 3bdEeKTUBHOCTU
(ncxopbl) ABNSOTCS  BaXHbIMKW, He BCe UWCC/eAOBaHWS WMEKT BbICOKOE WU
YAOBNETBOPUTENLHOE  METOAO0NOMNMYecKoe KayecTBo W/UAM  UX  BbIBOAbI MO
MHTEpPEeCyLWNM NCX0AaM He SBASIOTCSA COrlacoBaHHbIMM)

C Cnabas pekoMeHgaums (OTCYTCTBME A0OKa3aTeNbCTB Haanexalwero kayecrsa (Bce
paccMaTpuBaeMble KpuTepun 3DEKTUBHOCTU (MCXOAbl) ABASIKOTCS HEBAXHbIMU, BCE
nccnepoBaHnda MMEKT HU3KOeE MeToaosiornvyeckoe KayeCctBO U MX BbiBOAbI MO
MHTEPECYOLUMM UCXOaM He SIBASIIOTCS COrflacoBaHHbIMM)

Onmcanne MeToJa BaJIUAN3AIUM PEKOMEHIAIii:

e Hacrosimye peKOMeHAAlMM B IpeaBapuUTeIbHOI Bepcum ObUIU
pelieH3MPOBAHbI He3aBUCYMbIMMU AKCIIepTaMMu, KOTOPBIX
TIOITPOCWJIM ITPOKOMMEHTUPOBATh IIPEXAe BCEro TO, HACKOJIbKO
VHTepIIpeTanus IOKa3aTeJIbCTB, JIesKaImx B OCHOBeE
peKoMeHJalui, JOCTYITHA AJIS1 TIOHMMaHMS.

e [losyyeHbI KOMMEHTApUM CO CTOPOHBI Bpaueil IepBUYHOrO 3B€Ha U
YUYaCTKOBBIX TEpPAreBTOB B OTHOIIEHUM TOXOLUUBOCTU U3JIOKEHUS
pekoOMeHOaluii ¥ UX OlleHKAa BaXHOCTUM pPeKOMEeHIaluil Kak
paboyero MHCTPYMEHTA ITOBCEIHEBHO ITPAKTUKIA.

e [IpenBapuTenbHasi Bepcusi ObIa TakKe HallpaBjeHa peleH3eHTY,
He MMeIleMy MeIUIIMHCKOTO o0pa3oBaHMs, IJS TOJIyYeHUS
KOMMEHTapMeB C TOUKU 3peHUS [IePCIIeKTUB MalyieHTOB.



e KomMmeHTapuu, TIIOJy4YeHHble OT  3KCIIEPTOB,  TIHIATeNbHO
CHUCTEMATU3MPOBAINCH U 00CYKIANNUCh MIpeacemaTe/IeM U WieHaMMU
paboueii rpymmbl. Kakmplit ITyHKT OOCYKOAJCsS, M BHOCKUMBIE B
pesynbTaTe 3TOTrO M3MeHeHUsI B peKoMeHgalumn
perucTpupoBaiuch. Eciu ke u3MeHeHUS He BHOCUIMCh, TO
PETUCTPUPOBAINCH IIPUUMHBI OTKA3a OT BHECEHUS M3MeHEeHMUIA.

KOHCYJIIJTEII.IMH U 3KCIIEPTHAasaA Oll€HKaA.

e [IpenBaputenbHasi Bepcus Oblla BbICTABA€HA [JISI IIMPOKOTO
obcyskmeHust Ha caiite H['O ¢ 1e/bi0 IIMPOKOTO OOCYKIEeHUS U
COBEPILIEHCTBOBAHNS PEKOMEeH Al MIA.

e [IpoekT pekoMeHIaIMi1 ObLT pelleH3MPOBaH TaKKe He3aBUCUMbIMMU
9KCIIEPTaMM, KOTOPBIX IMOIPOCUIN TIPOKOMMEHTUPOBATh IIPEXAE
BCEro JOXOOUMBOCTb UM TOUYHOCTb MHTEpPIIpeTalyuy OOoKa3aTeJIbHOM
0a3bl, JeKalleir B OCHOBE PeKOMEeHIalyiA.

ITopsimoK OOHOBIEHMS KIMHUYECKUX PeKOMeH Ayt

MexaHn3M OOHOBJIEHUA KJIMHNYECKUX perkoMeHaaL il
MpeaycCMaTpPUBAET UX CUCTEMATUYECKYIO aKTyaIM3aluilo — He peske
yeM 1 pa3 B 3 roma wimM Opu IIOSBJAE€HUM HOBOJM MHOOpMaLuUM O
TaKTHKe BeIeHUs IallieHTOB C JaHHbIM 3abojeBaHueM. PerreHnne 06
OOHOBJeHMM  HpuHMMaeT MwuH3apaB Poccum Ha  OCHOBe
IpenJjoKeHuM, MpeaCcTaBJIeHHbIX MeIUIIMHCKMMM HEKOMMepUEeCKUMM
npodeccroHaIbHbBIMU OpraHM3aLysIMMN. CdopmupoBaHHbIE
TpenJjiosKeHus OO/IKHbBI YUMUTHIBATDb Pe3Yy/IbTaThl KOMILJIEKCHOM OLI€HKU
JIEKapCTBEHHBIX IIperapaTtoB, MeIULIVMHCKMX WU3Ie/uii, a TaKxke
pe3ynabTaThl KIMHUYECKOI alTpodalum.



IIpunoxeuue A3. CBsI3aHHBIE

IIpunoxenune A3.1. IIpoTOKO/IBI JleyeHusa OCTpOro
IIPOMMIOIIUTAPHOI0O CMHAPpOMa
Cxema seuenus OITT mo mporpamme AIDA/mAIDA [4,37,56]
Fpynnesl pucka KDHCGHH,EIEIL[HFI PEMWUCCHM
Huzkoro = WBC < 10107,
Buicokoro = WBC = 101071
Kypc 1 ‘ Kypc 2 Kypc 3
MH,EI,}?HLIHFI pemMuccin
» Vinapy6uuu 12 mr/m2 | [ \/ \[ \/ §
oeed il ) i b
OfiHOKpaTHO B/B o] ATRA4SMNR 3 15|  |ATRAMSuExts|  |ATRAsswwiaxis| | S
2.4.6,8 qHM - §
« ATRA <— v
2
45 mr/m* B feHb ¥ e
3a OBa npuema Mpynia MuTo 10 urieig x 3
BEICOKOTD W 5wl X 4 APA-L 200 urialig x 7 WA 12 urielin x 1
1-30 aHK pmci ATRA 45uriwliy x 15| | 24-4acosas wdyinR ATRA 45 uriwlin x 15
ATRA 45 uria'in x 15
o ° ° ° °
+ @ NombanbHble  NYHKUMK EBLINOMHAKCT TOMbKE OONbHBIM W3 TPYNNGl BLICOKOMD pWCKE, ONTHManeHs — nocne
BOCCTAHORNEHWA NOKEIATENEA KOAMNYNONPaMME! W Nepudepryeckon kpoew (NS)
. + MYHEWHI KOCTHOMD MO3ra NOGNe MHAYELWOHHOM Kypoa BeinanHanT Ha 35-40 geqs nepepuiba, ganes — Nepe Kawabiv
KYPCOM KOHCONWOAUWKH, MOHWTORMHI XMMepHoro TpaHckpunta PMLU/RARa npoBogaT no EDCTHOMY MO3rY NOCNE Kawporo
Kypea MHAYKUMWKOHCONWOAYAY, 3aTem 1 pas B TpH MecAua
+  MNopoepsueawwan Tepanua; BMP 50 mrim® exeguesHo + ATRA 45 mriw®i x15 oOuH paz B TpM MECALA, B TEYEHWE
[BYX MET OT MOMEHTS CEOHYAHUA KOHCONHAALMK
NHayRums:

MUHUMYM 30 DHei.

Hayasa rnpuema ATRA**, kopoTkast MHQY3US.

Koncomupauus (1-1 Kypc)

e #UpapyouumH** 5 MF/M2 1 pa3 B meHb KopoTkasi uHDy3us, 1-4-ii

IeHb.

Koncommpauus (2-i kypc) (AIDA)

e #MwuTtoKkcaHTpOoH** 10 Mr/M2 1 pa3 B IeHb KOpoTKasi MHDy3us, 1—-

5-71 meHb.

o #ATRA** 45 Mr/M2 eXXeqHeBHO, nocie enbl (B 2 nipuema), 1-15-7

IeHb.

als als 2
ATRA** 45 mr/m~, exxelHeBHO, MOC/Ie efbl (B 2 Mpuema) B TeueHue

#Unapyonmuu™* 12 Mr/M2 1 pa3 B geHb, BO 2, 4, 6, 8-i1 fHU OT




Koncomupaumsi (2 kypc) (mAIDA)

e MwuTtokcanTpou™* 10 Mr/M2 1 pa3 B IeHb KOpoTKast uHQy3us, 1-3-
1 1EeHb.

e IIuTapabux
IeHb.

o #ATRA™* 45 Mr/M2 eXXeTHeBHO, mocie enpl (B 2 nmpuema), 1-15-i

sk

200 MI'/Mz KpyrnocyrouHass uHysus, 1-7-i

JleHb.
Konconmupaums (3-1 Kypc)

e #Wpapyouumuu™* 12 Mr/M2 1 pa3 B meHb KOpoTKas MHQy3us, 1
IeHb.

o #ATRA** 45 Mr/M2 eXXeqHeBHO, nocie enbl (B 2 nipuema), 1-15-7
IeHb.

ITopaepkuBaroiasl repanmus

e MepkanromypuH** 50 Mr/M2 1 pa3 B JeHb, IOCTOSIHHO B TeYeHMe
2 J1IeT OT MOMEHTA 3aBepIlIeHMs] KOHCOMMIALIA.

o #MeToTpekcaT™* 15 Mr/M2 1 pa3 B Hefeso B/B B TeueHue 2 JeT OT
MOMEHTA 3aBepIIeHNs KOHCOIUIAIIUNA.

o #ATRA** 45 Mr/M2 eXXeqHeBHO, mocie enbl (B 2 nipuema), 1-15-i
NEeHb KaXIOro 3-ro Mecsiia B TeueHue 2 JieT OT MOMEHTa
3aBepIIeHNsT KOHCOMUAAINMN.

Cxema neuenus OIUI o nmporpamme 7 + 3

Mporpamma MpenapaTbl
nHaykumn/
KOHcCOoNMaauum

ZTRK** 3 (1) + Lntapabun** 100 Mr/M2 B/B 2 pa3a B CyTku B 1-7-11 AeHb
e [ayHopybuuumH** 60 Mr/M2 B/B 1 pa3 B AeHb B 1-3-11 AeHb
nnu
e MWTOKCaAHTpOH** 10 Mr/M2 B/B 1 pa3 B AeHb B 1-3-1 AeHb
nnu

o unaapybuumH** 12 Mr/M2 B/B 1 pa3 B AeHb B 1-3-11 AeHb

ATRAX** 45 Mr/M2 exxeHeBHO, nocne eabl (B 2 NnpueMa), A0 AOCTUXKEHUS
npe

ZTRK** 3 (2) + Lntapabun** 200 Mr/M2 B/B KPYrnoCyTO4HO, B 1-7-i AeHb
o [ayHopybuumH** 60 Mr/M2 B/B 1 pa3 B AeHb B 3-5-11 aeHb
nnu
e MWTOKCaHTpOH** 10 Mr/M2 B/B 1 pa3 B AeHb B 3-5-11 AeHb
nnu

o naapybuumnH** 12 Mr/M2 B/B 1 pa3 B AeHb B 3-5-11 aeHb

ATRAX** 45 Mr/M2 exxeAHEeBHO, nocne eabl (B 2 NnpveMa), A0 AOCTUMXKEHUS
ne




Cxema neuenus OILI mo mporpamme ATO + ATRA™* [57]

UHAaYKuMA HoHconupayua

Hegenn 1-4 9-12 17-20 25-28

ATO

ATRA |_|
Hepenm 1-2  5-6  9-10 13-14 17-18 21-22 25-26

ATO 0,15 mr/kr/aenb IV 2 yaca + ATRA 45 mr/m(2)/gens PO
exxegHeBHO A0 CR makcumym 60 gHeid,

3aTtem

ATO 0,15 mr/kr/peHb IV 2 yaca 5 aHeit B Hepenio 4-HeAenbHbIe KYpCbl

¢ 4-HepenbHbiMmM NnepepbiBamu 4 Kypca

+ ATRA 45 mr/m(2)/neHb PO 2-HeaenbHble Kypcbl ApanTpasaHo ua Lo-Coco R

N Engl | Med. 2013 Jul
¢ 2-HeAenbHbIMK NepepbiBamu 7 Kypcos 11,369(2):111-21

Jo3upoBKa, CIOCO0 INPUMEHEHWUS, HeKelaTeJlbHble SIBJIEHUS
ATRA** [4]

INosa ATRA** cocrasinsier 45 Mr/M2 B JIeHb BHYTpPb, 1032 MOXET
pa3nensaTbCsl Ha 2 TpuemMa — YTPOM U Bedyepom II0Ciie efbl
(CKenaTeJIbHO C OIpeleleHHbIM CcolaepkaHueM >XKUpoB). IIpemapart
IIPUHMUMAETCS eXXeIHEeBHO 10 mocTiskeHus [P (muuumym 30 gHei, HO
He 60ee 90 mHeIA).

Ha d¢one Tepanmuu ATRA** BO3MOXHO pasBUTHE CIeIYIOUINX
1M060YHBIX 3(PHEKTOB:

1. rosioBHas1 60/1b, COHJIMBOCTb, MOTYT OIIpee/NsITbCSI MEHUHTeaIbHbIe
3HaKM (PUTMOHOCTb 3aTbLIOYHBIX MBI, CUHApoM KepHura),
HUCTarMm;

2. TOIIHOTA, pBOTA (pa3sBUTHeE MAaHKPeaTUTa);

3. TeMIepaTypa, KOTopasi MOXeT ObITh KakK cy6geOGpm/ibHON, Tak U
nogHuMatbcss g0 40 °C. Ilpu ormeHe ATRA™* Temmepatypa
HOpMaJIM3yeTcsl B cpeaHemM 4yepe3 24 4. B HEKOTOpBIX Cayyasx,
Korma ecTb TpyaHocTM B AudbdepeHIMaIbHOM IMAarHOCTUKE
MIPUPOAbI JUXOpankyu — MH@eKUMOoHHasi wiM Ha ¢oHe Ipuema
peTMHOUIOB, BO3MOKHA oTMeHa ATRA** na 1-2 mus. ®ebpwibHas
JIMXOpaZika 4yalle BCero COMpOBOXAAeTCS CMMIITOMaTukoin ATRA-
CUHIpPOMa,;



. KO>KHBI 3Y/I, CYXOCThb KOXKU U CJIU3UCTBIX;
. 6011 B KOCTSIX;
. OTEeKMU;

~N O U1 N

. crieuy@uueckne MHQUIbTPAThl (KakK JeikeMuabl) B KOXe, Ha
[JIa3HOM [IHE;
8. TosiB/IeHNe 1IUTO3a B CIIMHHOMO3TOBOM XUIAKOCTU (IIPU UCXOTHOM
ee HOpMaJIbHOM COCTaBe);
9. moBbIllI€HME YPOBHS TPaHCAMMHA3.

[Tobounbie 3ddexrTsr, pasBuBIIMecs Ha (GoHe NOpUMeEHeHUSs
TPETUHOMHA™*, MOTYT MOTpebOBaTh M3MeHeHMs1 Tepanuu. Hampumep,
IIpU  TSDKEbIX TOJIOBHBIX 00X, O0ONMSIX B KOCTSIX, KOTOpble He
KYIIMPYIOTCS aHaJbreTMKaMM, MOXHO BBOIUTH HEOOJIbIIME Hd03bI
nekcameTasoHa™* (2-4 Mr), HO JJUTEJbHOCTb €ro Ha3HaYeHMUsI
IO/KHA OBITh KOPOTKOM (MakCMMaJabHO 7 OHEN), MpU COXpaHEeHUU
TOJIOBHBIX 60Jielt MOKHO YMeHbIIUTb U 03y ATRA™* no 25 MI‘/MZ.

[Ipy coxpaHSIOMMXCSI TOJOBHBIX OOMSIX (MOC/Ie MCKIIOUEeHUS WX
aHeMMUecKoi TIpuponbl MM B CBI3M C BBemeHueMm ATRA™)
11esiecoobpasHo BbIMOAHUTL: 1) KT-ucciemoBaHue uaM MarHUTHO-
pe30HAaHCHYI0 ToMorpaduio TOMOBbI (C  1ebI0  BbISIBJIEHUS
KPOBOMU3JIUSAHMS); 2) CIIMHHOMO3TOBYIO ITYHKIMIO T10C/Ie aleKBaTHOM
TpaHCy31OI0rMUecKoii TOATOTOBKU (mepenviBaHue
TPOMOOKOHIIEHTpATa) C LeJdbl0 MCKIIOUEHUSI HelpojeiikeMun,
MHQEKIMOHHOrO  Mmpoliecca  (BUPYCHbIIE  MEHMHIO3HIIedaanuT,
KPUITTOKOKKO3 U [IP.).

CyxO0CTh KOXM U CJIM3UCTBIX Jle4aT CMMITOMAaTUYeCKMMMU CpeiCTBaMM
(YBIIQKHSIIOIIMIT KpeM, ITOJIOCKAaHMS), KOXKHBIN 3y[, — I[pelapaTamu
IJIsT JledeHMsT 3yaa (BKIKYAsi AaHTUTUMCTAMMHHbBIE IIperapaTbl U
QHEeCTeTUKM), TPU TOKeIbIX IIPOSIBJIEHMSIX KOXKHOTO 3yaa -
HEeOO IbIIVMU I03aMU (10-15 MT MpegHM30/I0Ha™*)
[JTIOKOKOPTUKOUIOB (OYeHb pefikast CUTyaLus).

[ToBblIlIeHVe akKTUBHOCTY TPaHCAMMHA3, M3MEHEeHNS B aHa/IM3aX MOYU
(32 MCK/TIOUEeHMEM 3HAUUTE/IbHOI TTpoTeMHypun — >1 /1) He TpeoOyloT,
KpoMe TIOCTOSSHHOTO KOHTpPOJISI, KaKoro-jambo TepareBTUUeCcKOro
BO3IeiiCcTBMSA. BHOBb BO3HUKIIAS 3HAUUTEIbHAS [IPOTEUHYPUS MOXKET
6bITH TIposiBaeHMEeM JIC mau oueHb peakuM no6ouHbIM 3ddexrTom. [IC
KY[IMpPYIOT  JeKcamMeTa3oHOM™®, eciuM  ecTb  M30JAMpPOBaAHHAas

MIPOTEUHYPUS — MOXKHO YMeHbIINTDb 003y ATRA** no 25 MI‘/MZ.



Cinegyer  OTMETUTb, YTO  TUIEPKOArYJSLMOHHBIA  CUHIOPOM,
passuBarommiicsa npu OIUI, MoeT CIy>KUTh OCHOBOW OJISI Pa3BUTUS
JIETOYHOT'O acIlepruie3a, OCOOEHHO B YUIOBMSIX [JIMTEIbHOTO
IIpUMeHeHMS 10 TToBoAyY ¢heOpuIbHON TMXOpaaKy IMUPOKOTO CIIeKTpa
AHTUOAKTepUAIbHBIX CPEICTB M Ha3HAueHMs JeKcameTa3oHa™* mpu
nomo3penun Ha JIC.

@ebpusibHas JMXOpanKka 06e3 BBISIBIEHHOTO ouyara WHQeKuuu
(BBITIO/IHSIETCS TIIATEAbHBIN MOUCK MH(PEKIIMOHHOTO ouara — KaTeTep,
MaparpoKTUT, UHPUIbTPAT MOJOBBIX I'y0, TaiIMOPUT; OCYIIECTBIISIETCS
HEOOHOKpaTHbIMi peHTreHonmornyeckuit (KT) KOHTpOJIb JIerOYyHO¥
TKaHM, II0OCEeBbI KPOBM M3 BeHbI UM KaTeTepa, KOHTPOJIbL YPOBHSA
raJlakTOMaHHaHa B KPOBU U T. [I.) TIPU OTCYTCTBUM APYIUX MOOOUYHBIX
SIBJIEHMI1 MOXKeT ObITh IepBbIM Ipu3HakoM pasputus JIC.

Takke Hepeako TMpM TMepeMBaHUM 3HAUUTENbHBIX 00BEMOB
KUIKOCTY Y TIAlIMeHTOB pa3BMBAeTCsl IeperpysKka 1Mo MajaomMy Kpyry
KpPOBOOOpaIeHus: (OTeK JIerKMX), YTO MOXKET MMUTUPOBATh KapTUHY
OC, mo3ToMy HeoOXOoAMM  XXeCTKMIt  KOHTpPOJIb  JuUypesa,
CTUMY/IMpOBaHMe ouypesa, BBeJleHMe B/B HUTPATOB,
Kamiicoeperaroyx IMypeTMKoB, KapaAuOTOHUKOB.

B cBs3u ¢ Tem, uTo pasBepHyThIM [IC SABISETCS KM3HEYTPOKAKIINM
cocTosiHMeM, mpu Majenmmux npusHakax [C (1) debpuibHas
auxopajgka 6e3  mpuM3HAKOB  MHMEKUMM, 2)  IbIXaTeJabHas
HeJO0CTaTOYHOCTh +\- KpOBOXapKaHbe, 3) mnpubaBKa B Macce Teja
(oTeku +5 Kr), 4) peHTreHo/OTMYECKasl KapTUHA C MHOWIbTpaTaMu,
TOXO0XKasi Ha JIeErOYHbIM IOUCTPeCcC-CUMHIAPOM, 5) IUieBpajbHbI WU
TepuKapauaJbHbI/A BBINIOT, 6) TUIIOTEH3MsI, 7) OCTpasi IOYedyHasi
HeJO0CTaTOYHOCTh) — HEeMEIJIEHHO Ha3HadaeTcs JeKcaMeTa3oH™*
10 MI'/M2 2 pasa B JeHb [0 KymnupoBaHus MpusHakoB C u ¢
IOCTaTOYHO OBICTPOI OTMEHOI BIIOC/IEACTBUU (o6mrast
MIPOIO/IKUTENBHOCTh BBENeHMST AeKcaMeTasoHa™™ - omnTuMasabHO 7
IHeM, BCIeNCTBME BBICOKOIO PHUCKA Pa3BUTUST MHOPEKIVOHHbBIX
OCJIOKHEHMI, 0COOeHHO TIpuOKOBbBIX). Takoii IOAXOH HACTOSTEIbHO
peKoOMeHIyeTcs, HecMOTpss Ha TOT {akT, UYTO HMU OOMUH U3
BBIIIEYTIOMSIHYTBIX  IIPM3HAKOB ¥  CUMIITOMOB He  SIBJISIeTCS
IMaTOTHOMOHMYHBIM, M OHU caMM II0 cebe MOryT ObITh CBSI3aHBI C
CONMYTCTBYIOIIMMM COMAaTMUYECKMMM IIpoOsieMaMu, TaKUMMM Kak
O6axkTepuemmsi, Cerncuc, TIpuOKOBble MHMEKLUMM WIM 3aCTOHas
cepmevyHass HeOOCTaTOYHOCThb. IIpym Hammumy MHAEKIMOHHOTO
Ipoliecca, 3aCTOMHOM CepedyHOoil HemoCTaTOuHOCTu auarHo3 IIC He
YCTAaHABJIMBAKT, HO Jaxe B I3TUX CUTyalUsIX Ha3HavYeHue



JlekcaMeTa3oHa** onpasaaHo. YacToTa Ha3HauUeHus JeKcaMmeTasoHa™*
BO BCEX MCC/IeIOBaHMIX HMKOIZA He COBIIAJAeT C YacTOTOM pasBUTHS

HC.

PasBuTust cuHapoma auddepeHIMPOBKM OITyX0JI€BbIX KI€TOK MOXKHO
OXHUIATh KakK B TIiepBble OHM mpuema ATRA™* Tak u mocie
3aBepIleHus BBeIEeHMSI MPOTUBOOITYXOJEeBbIX IMperapaToB Ha (oHe
npojosKaioierocst mpuema ATRA™* Ha BbIXome U3 arpaHy/JI0LMTO3a,
oasxke IpU HU3KKUX IMdpax JeiKoUUTOB (Hampumep, <2 x 107/m).
Yactora guarHoctvku J[JC 3aBUCUT OT MpPOrpaMMbl JIeUEeHUS U
KpUTepMeB OUAarHOCTMKM, Bapbupysl oT 2 mo 50 %, Ha mporpamme
AIDA cocraBnsist 25 %.

Boigensior [IC: cpenHeit TskecTy — 2/3 cumiiToMa (B cpegHem y 50 %
MalMeHTOB) U TsDKeblil — 4 1 60j1ee CMMIITOMOB (B cpegHeM y 50 %).
Taxke ormevalor paHHmuit IC (mo 7 mHeit, mpumMepHO y 54 %) u
no3guuii (8-14-i menp - 5 %, 15-30-i1 meHp - 36 %, 31-46-i
oeHb = 5 %), KOTOpble OTIMYAIOTCS II0 MPOLEHTY JeTaJbHOCTU: 36 U
9 9% COOTBETCTBEHHO.

IIpu Tskenom JIC (MCKYCCTBEHHAs1 BEHTWISIUMUS JIETKUX, OCTpas
royevyHast HeJIoCTaTOYHOCTh) ATRA™* mo/iskHa OTMEHSIThCS, ee IIpuem
BO300HOBJISIETCS TI0C/Ie KyNMPOBaHMUS AbIXaTelbHO, MeUeHOUHO! U
TOYEeYHOM HeJOCTATOYHOCTU (MOKHO B ITOJIOBMHHOM 103€).

BpemeHHOe mpeKpaiieHe Tepanuu ATRA** mokazaHo JuIb B CIy4yae
pasBUTUSI CepbEe3HBIX IPOSIBIEHMII cuHApoMa AudbdepeHIIPOBKA
OIIJI (ecmu y mauiMeHTa pa3BMUBAETCS IOYEYHas! HEIOCTATOYHOCTDb UJIU
TpeOylolluii TMepeBoja B OTHe/JeHMe MHTEHCUMBHON Tepanuu
pecnuMpaTopHbIin  OUCTpecc-CMHAPOM). Bo Bcex nOpyrux iydasix
teparuss ATRA** moyskHa ObITh IIPOIOKEHA.

Ecnu Ha ¢QoHe Ha3HaueHMs AeKcaMeTasoHa™™ U IpoJOIKeHHOTO
npuema ATRA** peructpupyetrcs mnporpeccuss IIC uau OTCYyTCTBUE
s¢pdekTa Ha BBedeHMe HAekcaMeraszoHa™, To ATRA** ciemyer
oTMeHUTh. EC/IM moc/ie 3TOro OTBeT Ha BBeleHMe AeKkcaMeTasoHa™™*
TOJIy4YeH, CJIefyeT MPOLO/DKUTh Teparuio OO0 MOJHOTO MCYe3HOBEeHMS
CUMIITOMOB, a 3aTeM BO300HOBUTH ATRA**,
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Anroputm BeneHus nauneHToB ¢ OIUI Ha nporpamme AIDA



ITpunoskenue B. Undopmanmsa nia
IManyieHTOB

M3meHeHMss B 2 XpomMoOcOMax IIPUBOIST K 3abo0jieBaHMIO, KOTOpOeE
Ha3bIBAETCSI OCTPbIN mpomuenouuTapHsin yeinko3 (OII). Iloutu BO
Bcex cinyvasx OIUI mpoucxoouT TpaHCIOKaLus, T. €. IepeMelleHue
YacTy OHOV XpOMOCOMbBI Ha APYTyi0. ITO XpOMOCOMBI 15 1 17. B aTom
crydyae obpasyeTcsl MoJioMKa B XpomocoMe 15, koTopasi obGpasyer
paspbelB B 00/1aCTM pacHoJIOKeHHOro Ha Heit reHa PML (reH
IIPOMMUENIONUTAPHON JIeiKkeMuu), U TMOJOMKa B XxpomocoMe 17, B
pesy/ibTaTe KOTOpOii obpasyeTcsi paspbiB B obOisacTu reHa RARA
(anbda-reH peleriTopa PpPeTMHOEBON KUCIOThI). B pesynbrare
repeMeIeHust YacTeii XpoMoCOM o0OpasyeTcs CAUsIHME STUX TeHOB U
dopMmupyeTcss Tak HasbIBaeMblii CIMBHOM TreH PML. BOmom
AHOMA/bHLIIL  2eH  Kodupyem 00pa3oéavue npomeuHda, Komopoli
ocmadasauseaem co3pesaque npedulecmeeHHUKO8 3pesblX MUETOUOHbBLX
KJ1emoK Kpoeu U KOCMHO020 MO032a HA NPOMEMCYMOUHOU cmaduu
npomuenoyuma. Ima mpaucaokayus umeem obo3Hauerue t (15; 17).

Npentudukalmsi xapakTepHO TpaHCJIOKALMM KaK ITyCKOBOTO
MmexaHnsma OIUI u pa3BuTMe TaK Ha3bIBAeMOIl IleJeHallpaBIeHHOM
(TapreTHO!) Tepamuy MOpUBEIM K TOMY, UTO MPAKTUUECKU Y BCEX
MalyieHTOB, KOTOPhIM HAUyajbHOE JIeYeHME MOKET ObITh PeajM30BaHO
B IIOJIHOM 00beMe, BO3MOKHO JOCTVKEHME TaK Ha3bIBaeMO ITOTHOIM
peMuccuu, T. €. MCUYEe3HOBEHMSI BCeX CUMIITOMOB JIEMIKEMUU U
BOCCTAHOBJIEHMS HOPMAJIbHOTO KpOBeTBOpeHus. B pesyinbrare
IleJIeHAIIPaB/IeHHO Tepanuy JielikeMuJyeckue Oj1acTHble KJIeTKU
MOTYT CO3peTh M B Ja/ibHeNIleM WCTOIUUTb CBOM TIOTEeHIMaI
HEKOHTPOJIMPYEMOIO pocTa U IOrMOHYyTh. TeM He MeHee Ha 3TOi
CTauM BCe ellle CYIeCTBYeT OCTAaTOYHAas IO/ JIeMKeMUYeCKNxX
KJIE€TOK, II03TOMY, €C/IM OCTAaHOBUTh JieUeHMe Ha OSTOM ITalle,
3abo0/ieBaHME PaHO WM IIO3[AHO 00s13aTebHO pPeLUIUBUPYET, UTO
coenaeT u3jJedyeHue TIIOUYTU HeBO3MOXHBIM. Crenyoiiye BaykKHbIE
KOMIIOHeHThI JjeueHus OIIJl OO/DKHBI OBITH Takke 0053aTeIbHO
peaqn30BaHbl: KOHCOJUIOMpYIOLlee U IOAAepXKuBarollee JieueHue.
[TocmegoBaTenbHOE  BBIMIOJIHEHME BCE€X KOMIIOHEHTOB JieUeHUS
IIpUBEJIO K TOMY, UTO cerogHs 9 u3 10 nmanueHTOB MMEKT peaibHYIo
BO3MOKHOCTh JIOCTMUYb BEpPOSTHOCTM IIPOXUTH 0e3 MPMU3HAKOB
6onesHu 6osee 5-7 jneT. [IOCTUKeHUS] B Pa3BUTUU OUOTOTMUECKUX
TEXHOJIOTUIM TpPUBEIU K TOMY, UYTO Telepb leabl0 [deTeKUuun



OCTAaTOYHOM  MONYJSALUU  JIeIKeMUYECKUX  KJIEeTOK  SBJISIeTCS
pacrno3HaBaHue 1 IaTOJIOTMYECKON KIeTKU NMpubamu3uTenbHo Ha 10-
100 TBIC. HOpPMAJIBHBIX — 3TO CTAJO BO3MOXHBIM C ITOMOIIBIO
TEXHOJIOIMU MOJIMMEpPA3HO-1IeITHOM peakliun. B HacTosIee BpeMs Tak
HasbiBaeMas MoJiekynasapHast pemuccus OIIJI aBisieTcs Lenblo JieueHUs
nauyeHToB ¢ OITI. Hapsigy ¢ JoCcTuKeHMeM MOJIEKYISIPHON peMUCcCumn
(MM MOJIEKYJISIPHOTO «OTBETa») BasKHBIM KOMIIOHEHTOM HaOII0IeHMST
3a OOJbHBIM SIBJISIETCS TaKXXe peryasipHOe MCCaeloBaHMe KOCTHOTO
MO3Tra MEeTOJOM IIOJIMMepPasHO-1EeNHON peakuuyu B IOCIenyiolue
3Tanbl — MOJIEKY/ISPHbIA MOHUTOPUHI MMHMMAJIbHOM OCTaTOYHON
(pe3umyanbHOIi) O0/Ie3HNA.

B apceHase COBpeMeHHOI MeOMIIMHBI €CTb BCe MpenapaTrbl OJisd
spdexTuBHOTO Neuenus OILJI.

HeorpbemneMbIM KOMIIOHEHTOM JledeHUsl IalMeHTOB C BIIepBbIe
ouarHoctTupoBaHHbIM  OIIl  gBisieTcss Takke COMPOBOAUTEbHAS
TpaHCy3MOHHaAs Tepanus KOMIIOHEHTaMM [JOHOPCKOM KpOBMU,
Ipexae BCero CBeXe3aMOPOXeHHON II1a3MOM M KOHLIeHTPAaTOM
TPOMOOLIMTOB. ODTUM KOMIIOHEHTbl HEOOXOAVMbI IIpekie BCero B
JleyeHUM TaK HasbiBaemoi koarymomatum OIIJI — cocrosiHus, npu
KOTOPOM TIIPOMCXOIOAT HapylleHUs CBepTbIBAeMOCTM KpPOBM, B
KOTOPBIX MMeeTCS MOBbIIIEeHHBIN PUCK KPOBOU3IUSIHNUI B COYETAHUNA C
BO3MOXHOCTbBIO TaKXXe ¥ TPOMOOTUUECKMX OCTIOSKHEHUIA.

B 3akiwoueHue cilegyetr ckazaTb, 4to, xord OIII d4acrto
paccMaTpMUBaeTCsl B paMKax TaK Ha3bIBae€MbIX MUEIOUIHBIX JIEIIKO30B,
OH JIEUUTCA TI0 HECKOJbKO MHBIM MpPUHIOMUIAM, YeM Opyrue
MueJIOuAHbIe JIeiKo3bl. TpaHCIIAaHTALMS KOCTHOTO MO3ra peaKo
paccMaTpMUBaEeTCsl KaK KOMIIOHEHT JiedeHMs IallMeHTOB C BIIepBbIe
BbIsiBJIeHHBbIM OIIJI. B TO ke Bpems TpaHCIUIAaHTALMs KOCTHOTO MO3ra
MOKeT ObITh BaXKHBIM KOMITOHEHTOM JieueHus peunanusos OITJI.



IIpunoskenue I'.



