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Cnmcok coxkpaieHui

amto-TKM - anmnoreHHas TpaHCIIaHTaIMsa KocTHoro Mosra (A16.05.001)
AJIT — ananuHamMuHOTpaHcpepasza

ACT — acmapratraMHHOTpaHCcdepaza

ATRA — TpeTuHOMH

ATO — TpHOKCH]T MBILIIBSAKA

ayro-TKM - ayrosmornyHnas TpaHcIulaHtanus KoctHoro mosra (A16.05.001)
BJIPC — Gera-nakrama3sbl pacUIMPEHHOTO CIIEKTpa
BCB — 6eccobpiTeliHasi BBKUBAEMOCTb

BPB — 6e3peyuousnas svlocusaemocms

B/IL] — BbIcOKHE 103 IUTapabuna™*

BUY — Bupyc nMMyHOAEepHIINTA YETOBEKA

BO3 — BcemupHasi opranu3anus 31paBoOXpaHEHU
JBC - nucceMuHUpPOBAHHOE BHYTPUCOCYAUCTOE CBEPTHIBAHUE
JHK — ne3oxkcupruOoHyKIEHHOBAsI KUCIIOTA

KKT — xenyq0uyHO-KUILEYHBIN TPAKT

WA — nuHBa3uBHBIN acniepruiies

NPT — uMMyHO(DEHOTUTTHYECKOE UCCTIEIOBAaHUE
KM — KOoCTHBII MO3T

KU — xnuHnveckue uccien0Banms

KT — xomnbroTepHast ToMmorpadus

JIAI" — nakTaTaeruaporeHasa

M/C — MuenoauciacTU4eCKuii CHHIPOM

MJIL] — manbie 1036l UTapabuHa™**

MOB — MuHEMaNBHAS OCTaTOYHAsI O0IE3HBb

MII — mepkantonypux

MII3 — muenonponudepaTuBHOE 3a001€BaHNE

MC — muenonsiHas capkoMa

OB — 00111251 BBIKUBAEMOCTD

OJI — ocTpblii n€HKO3

OJIJI — octperit 1uM¢poOIACTHBIN JIEHKO3

OMUJI — ocTpblil MUETOUIHBIH JIENKO3

OI1JI — ocTpblii IPOMUENTOLUTAPHBIH JIEHKO3

[1P — monHast pemuccus



[I1IP — nonumepa3Has uenHas peakius

PTIIX — peakuust «TpaHCIUIAHTAT IIPOTUB XO3SUHA»
CA — cunapom nudepeHIIMPOBKH

Y ]/I — ypoBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB
V3U — ynbTpa3ByKOBOE UCCIIEIOBAHUE

YVYP — ypoBeHb yOSAUTETEHOCTH PEKOMEH IAIUI
XT — xumuorepanus

[IMB — nmutomMeranoBupyc

I[HHC — ueHntpanbHasi HEpBHas cUCTEMa

OKT — snexTpokapauorpadust

Ix0-KI" — sxokapauorpadus (A04.10.002)

FAB xnaccudukanus — ppaHITy3CKO-aMEepHUKaHCKO-OpUTaHCKas KJacCUpUKaIus

FISH — dmroopectienTHas in situ THOpunU3aims

NCCN — HaunonaibHas 00LLIECTBEHHAS OHKOJIOTMYECKas CETh

** _ JKU3HEHHO HEOOXOMMbIE U Ba)KHEUIIINE JIEKAPCTBEHHBIE TIPErapaThl

# — mpemapar, MPUMEHSIONINICS BHE MOKa3aHWM K MPUMEHEHHIO, CIIOcOO0aMu MPUMEHEHUS M

JI03aMH, COJCPIKAIIUMHUCS B MHCTPYKIIUH 0 MPUMEHEHHUIO JIEKApCTBEHHOTrO mpernapata (odd-

neiom)



TepMuHbI U onpeneIeHUs

OcTtpbiii npomuesonuTapHbli Jeiiko3 (OILJI) — yHHKaAIBbHBIN NOATHI OCTPOTO
muenobaactHoro seiko3a (OITJI) ¢ mpeobnaganueM aHOMATBHBIX TPOMHEIIOIUTOB, KOTOPHIE
XapakTepusyercs cOalaHCUPOBAaHHOM TpaHCIOKaluel Mex 1y xpomocomamu 15 u 17,
reHepupyromeii PML-RARa xumepnslii rex [ 1,2].

Onenka Y¢dheKTHBHOCTH Tepanuu:

IMoanast pemuccust (ITP) — monnHoit pemuccueii (I1P) octporo mpomuenonuTapHoro
JIeIK03a IPUHATO Ha3bIBATh TO COCTOSIHUE KPOBETBOPHOM TKAaHU, P KOTOPOM B ITyHKTATe
KOCTHOTO MO3ra oOHapyxuBaeTcsa <5 % OJaCTHBIX KJIETOK IPU HOPMAJIHHOM COOTHOLICHUHU BCEX
POCTKOB KpOBETBOPEHUSI, TPH KOJIMUECTBE HEUTPODHUIIOB B ieprudeprudeckoir KpoBu >1,0 x
109/1, npu komudecTBe TpoMOouToB >100 * 109/, MpU OTCYTCTBUM SKCTPAMETYIUIIPHBIX
0YaroB JEMKEMUYECKOr0 pocTa. YKa3aHHBIE [T0OKA3aTENH JJOJKHBI COXPAHIThCS B Te€UEHHE >1
mec. I1P koHcTaTupyeTcst 6e3 ydeTa JaHHBIX ONpeeSeHHs] «MUHUMAIbHOM OCTaTOYHOMN
6omse3an» (MOB) ¢ momMoIIbI0 MOJIEKYIIPHO-O0MOTOTHYECKUX MeTOI0B (KomudectBeHHas [11[P,
bayopectieHTHas in situ TuOpuauzanys (FISH)). MonekynspHO-TeHEeTUYECKOe UCCIIeOBaHNE
KOCTHOT'O MO3ra Ha 3Tane JOCTUKEHUS LIUTOJIOITMYECKON PEMUCCUU HE IPOBOJUTCS, TPAHCKPUIIT
PML/RAR Ha 3TOM CpoOKe JIeUeHHsI MO>KET OCTaBaThCsl HO3UTUBHBIM y OOJIBHBIX, UTO HE UMEET
3HaueHus as nporuosa OIJI u He TpeOyeT KOppEKIUHU JICUSHUS.

IIP ¢ HemoJHBIM BOCCTAHOBJIEHMEM — TIOJHAsA PEMUCCHUSI TIPU COXPAHSIONICHCS
Helitponennu (<1x10°/m) nmu TpomGorTonenuu (<100x10°%/m).

MunumasbHass octatoyHas 0ojiesnb (MOB) — 5T0 monynsUa OMyXOJIEBBIX KIIETOK,
KOTOpast He MOXET OBITh BBISABJICHA C MOMOIIBIO CBETOBOM MHKPOCKOIIMHU, HO OOHApPYKUBACTCS
0osiee TOYHBIMH METOAAMHU HCCIIEIOBAHUS, CIIOCOOHBIMH JETEKTHPOBAaTh 1 JeHKEeMHUYECKYIO
kinetky Ha 10%-10° uccnemyempix.

MoJiexyJsipHasi peMUCCHSI — 3TO TMOJHasl KIMHUKO-TeMaTOJIOTHYecKasi peMHUCCHs, TIPU
KOTOPOI HE 0OHAPYKUBAIOT UCXOAHO OMPEACISABIINICS METOJOM MTOJIMMEPA3HO-LIETHON peaKInu
xuMepHblit Tpanckpunt PML-RARA npu uyBcTBUTEIBHOCTH MeToAa 1074,

Heynauu B JeyeHum:

Pannsisi cMepTh — CMEPTh NAUMEHTOB B MEPUO] UHAYKIIMOHHOMN TEpanuu.

Pe3ucrentHass ¢opma OCTPOro MPOMHENONMTAPHOTO JIEHKO3a MOXKET OBITh
KOHCTAaTUPOBAHA MIPHU OTCYTCTBUU MOJIHOM PEMUCCUU TIOCIIE 3aBepIleHUs | Kypca MHAYKIIMOHHOU
Tepanmuu W 2-X KypcoB KoHconumamuu. [lo MHEHHIO OOJNBIIMHCTBA MEXKIYHAPOIHBIX |
POCCHICKHMX 3KCIEPTOB, Y MALMEHTOB C OCTPHIM MPOMHEIOLMUTAPHBIM JIEHKO30M C TPAHCKPUIITOM
PML-RARA, [10ka3aHHbIM  MOJIEKYJISPHO-IIUTOTC€HETUYECKUMH  UCCJIECJAOBAHUSIMHU,  MPHU

HUCIIOJIb30BaHHUU TpaHC-peTHHOGBOfI KHCJIOTBI B COYCTaHUHU C XHMHOTCpaHI/Ieﬁ HJIN TPUOKCUIOM
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MBIIIbSIKAa™** pedpakTepHBIX (HOPM OCTPOro MPOMHUEIOIMUTAPHOTO JIEHKO3a HE CYIIECTBYET.
Pedpakrepnas hopma OIJI Habmogaetcs mpu penkux Bapuantax OILJI 3arparuBaromux ciusHue
reHa pernHoeBoi kuciaotel (RARA) Ha xpomocome 17 q21 ¢ apyrumu reHamu-napTHepamu (He
resom PML) takumu xak ZBTB16 na xpomocome 1123 u STATSB na xpomocome 17q21,
OPUBOASAIIMX K  CHHTE3Y XHUMEpHbIX mpoayktoB ZBTBI16-RARA, STATSB/RARA
COOTBETCTBEHHO.

PenuauB — Oomee 5% nelikeMuyecKnx OJacCTOB B KOCTHOM MO3Te WIH JIH000€
JKCTPaMENyJUIIPHOE MOpPaKEHWE HE MEHee 4eM depe3 | Mecsl Mociae yCTaHOBIJIECHHs NEPBOU
MOJIHOW KJIIMHUKO-T€MaTOJIOTMYE€CKON PEMUCCHH.

Mounekyasipubiii peuuauB — BbisiieHue MOB meronom [P B mocnenoBarensHOM
JBYXKpPaTHOM HCCJIEJAOBaHUU C MHTEPBAJIOM HE MEHee 2-X HeJelb, Ha (OHE COXpPaHSIOMICHCS
KJIMHAKO-TEMaTOJIOTUIECKOW PEMHUCCHH.

HeiipoJeiiko3 — 11000€ KOTUYECTBO OJACTHBIX KIETOK B IUTOMpENapare, He 00bICHUMOE
KOHTaMHHAIMEH JMKBOpa MPUMEChIO MepudepruIecKoil KpOoBH B pe3yibTaTe TpaBMaTUYECKOU
MYHKIMH; W/WJIA CUMIITOMBI TIOPa)KEHUS YEPETTHO-MO3TOBBIX HEPBOB MJIM MHASI HEBPOJIOTUYECKAs
CHUMIITOMAaTHKa, CBSI3aHHASI C XJIOPOMHBIM POCTOM.

Nupykuusa pemucenn — nepsbiil 3tan jedeHus OILJI, menpro KOTOporo sBisieTcs
MaKCHMaJbHO OBICTPOE U CYHIECTBEHHOE YMEHBIUIECHHE OIyXOJEBOM Macchl, YCTpaHEHUE
KJIMHUYECKNX CUMIITOMOB, HOPMAaJIM3allds TIeMaTOJIOTMYECKUX I10Ka3aTeled W JOCTHUKEHUE
MOJTHOM pemuccud, (00srgHO 1 KypC)

Koncoimaanusi peMuccMu — BTOpPOM 3Tam Tepamuud OCTPOrO MPOMHUEIOLUTAPHOTO
Jeiiko3a, sSBIseTcs MepUoI0M 3aKpeIIeHUs! JOCTUTHYTOTO MMPOTUBOOMYX0JeBoro 3¢ dexra. Llens
KOHCONUAMPYIOIIEH Tepanmuu - MpeoOpa3oBaHUE MOJHOTO TIeMaTOJOTHYECKOro OTBETa
B MOJICKYJISIpHBI OTBeT (Wiu pemuccuio). OObuHO mnpoBoautcss 3 — 4 nukima. Ecmnm
MOJICKYJISIDHBI OTBET HE JOCTUTHYT, MOTYT OBITh HAa3HAYEHBI JOMOJHUTEIBHBIC ITUKIIBI
KOHCOJIMIUPYIOLIEH TEPAINH.

Ilopnep:xkuBalomasi Tepamusi HamnpaBieHAa HATO, YTOObI MOJIEKYJISIPHBIM OTBET
COXpaHsJICS B TEUCHHUE IJIUTEIHLHOTO BpeMeHH. OJTa (a3a oObIYHO mimuTcs oT 1 g0 2 jer.
[onnep:xuparomias Tepanus Tpedyercst He Bo Beex cinydasx OITJI: Tak, marpenTam, moxyqaronim
TepanuioHa Ha OCHOBE TPETHOHMHA W TPHUOKCUIA MBIIIbsIKA MOAIEPKUBAIOIIAs Teparus
HE IIPOBOJIUTCA.

IIpoduaakTuka wim — Ipu HEOOXOIUMOCTH — JiedeHHe HelposiedKeMUH SBIISETCS
MPUHIUINATBHBIM 3TAlOM MPU JIEYEHUH MAIUEHTOB C OCTPBHIM TPOMHEIOUTAPHBIM JIEHKO30M U3
TPYIIIIBI BBICOKOTO pUCKa. DTOT 3Tall pACTIPEALIISIETCS. HAa BCE IEPHO/IbI MPOTPAMMHOIO JICYEHUS —

WHIYKITUIO PEMHUCCHH, KOHCOJTUAAIUIO U TTOAICPKUBAIOIIIEE JICUCHHUE.



Tpancnaanmayua kocmuozo moszza/zemonodmuyeckux kiemok (TI'CK) — mong stum
TEPMUHOM O0BEIUHEHBI TPAHCIUIAHTAIINS TEMOIIO3THYECKUX CTBOJIOBBIX KJIETOK KOCTHOTO MO3Ta,
nepugepryeckoil KpOBU M ITyTMIOBUHHOH (IUTaLlEHTapHOM) KPOBH.

OcJ10:KHeHUs, VHUKAJLHBIE 1715 Tepanuu OI1JI:

Cunapom nuddepenuupoBkn (C/), Takke M3BECTHBIM KaK CHHIPOM PETHHOEBOU
KHCJIOTHI — JKM3HEYIPOXKAIOIllee OCI0XKHEHHE, pa3BuBatouieecs npu jgedeHnu OINJI monHOCThIO
TPaHC-PETUHOEBON KUCIOTOH (TPeTHHOUH™**) 1 TpHOKCUIOM MbIlbsika. Cuutaercs, C/I sBisiercs
CHUH/POMOM, OINOCPEIOBAHHBIM BOCIAIUTEIBHBIM OTBETOM, MPOSBISIOIIUMCS JIUXOPAAKOil 0e3
BBISIBIICHHOM NPUYMHBI, HAPACTAHUEM YHCIIA JIEHKOLIMTOB, PECIIMPATOPHBIM AUCTPECC-CUHIIPOM,
UHQUIBTPAMEH JerOYHON TKaHU HAa PEHTTEHOTpaMMaXx, TUIIOKCEMHEH, OTeKaMu (THIPOTOPaKC U
THIIpOIIEpUKapa), MpHOaBKOM Macchl Tena, IMOYEYHOH HEIO0CTAaTOYHOCThIO, apTepHaIbHas
runoTeHsuei [1,2].

Pseudotumor cerebri (MamonaTnyeckass BHyTpuuyepeneHasi TunepTeH3usi) oObIYHO
IPOSIBIIIETCS. TOJOBHOM O0OJBbIO, OTEKOM JMCKa 3PUTENBHOTO HEpBa, MapajudyoM O6-i mapsl
YEPENHO-MO3I0BOr0 (OTBOASILEIO) Heped, YMEHBILIEHUEM T10JIENW 3PEHMSI, TIOBBIILIEHUEM BHYTPH-
YEpernHOro JaBJIEHUSI TpPH OTCYTCTBUM OOBEMHOIO [MOpPaXEHHS TOJOBHOTO MO3ra H
ruapouedamuu. IlceBaporymop romoBHoro mosra, npu OIUI cBsizan ¢ mpueMoM TpPETHHOWHA,
IPEIIOJIOKUTEIBHO TEM KE MEXaHM3MOM TOKCHUYHOCTH BHUTaMMHA A, KOTOPBIH NPUBOAUT K
YBEIUYEHHUIO BRIPAOOTKH CIMHHOMO3TOBOM JKUAKOCTH [3,4].

Yanunenue unrepsata QT. Tpuokcua Mbllibsika CBsA3aH ¢ yayiMHeHHeM uHTepBana QT,
YTO MOXKET MPUBECTU K OMACHBIM JUTsl KU3HHW apuTMusaM (Hampumep, torsades de pointes). [5]
BaxxHO BHMMATENBHO CIEOUTH 3a JJIEKTPOIMTAMU Yy MALMEHTOB, MOJYYarOIIUX TPUOKCHUJ
MBIIIbSIKA, ¥ MOAJICPKUBATh 3HAUCHUS KaJIM U MAarHUs B CPETHUX KOHTPOJIbHBIX JIMANa30HaX, a

TaKXe 3HaTh O APYTUX areHTax, KOTOpble, KaKk U3BECTHO, mpoaiieBatoT uHtepsai QT. [6]



1. Kparkass undopManusi nmo 3a00J1eBAHUI0 WJIH COCTOSIHMIO (rpyImime

3a200J1eBaHUI MJIU COCTOSIHMIA)

1.1 Omnpeaeaenne 3a00JeBaHUS WJIH COCTOSHHUSA (Tpynnbl 3a00J€eBaAaHUM WU

COCTOSIHMA)

OILJI oTHOCAT K OCTPBIM MUETOUTHBIM Jeiko3am (OI1JI), koTopsie MpencTaBIsSIOT CO00M
reTepPOreHHYIO IPYIITY OMyXOJIEeBbIX 3a00JI€BaHUN CUCTEMBI KPOBH, BOSHUKAIOIIUX B PE3YJIbTaTe
MyTallliy B CTBOJIOBOM KJIETKE-MIPEIIIIECTBEHHUIIE T€MOI033a, B PE3YJIbTaTE YEero MPOUCXOTUT
0J10K mudpepeHIpPOBKU u HAYMHAETCS HEKOHTpOJIUpyeMast nponudeparmst
Henup hepeHIUpPyeMbIX OIyXO0JIEBBIX KPOBETBOPHBIX KJIETOK, BHITECHSIONUINX HOPMAaJIbHBIC.

OIJI mpexacraBnser coO0i YETKO OUEPUEHHYIO HO30JI0THYeCKYI0 popmy B pamkax OIJI
C HACTOJIBKO XapaKTePHBIMU KIIMHUKO-JIA00paTOPHBIMU IIPU3HAKaMU (TUITHYHAsI MOP(OJIOTHUS
OITYXOJIEBBIX KJIETOK, TSKEJbIi reMOpparuueckiii CHHIAPOM, TeMaTOMHBIN THIT KPOBOTOYHBOCTH,
M30BITOYHO aKTUBUPOBAHHBIN GuOprHOIN3, JIBC-cHIpOM, OOBIYHO — JICHKOTICHHS ), YTO IUATHO3
NOPO MOXHO YCTaHOBUTH, OCHOBBIBASICH JIUIIIb HA KIIMHUYECKUX MPOSBICHUSAX. TeM HE MeHee
uMeHHO 3ToT BapuaHT OIIJl Tpebyer >kecTkoW BepuU(UKALUK JUArHO3a MOJIEKYJSPHO-
TeHETUYECKUMHU MeTojamu [7,8].

Ot10 o0ycioBieHo Tem, uto umMeHHo ¢ OI1JI cBsi3aHO 0/THO M3 CaMbIX MPUHIMTTHATBHBIX
OTKPBITUH B 0071aCTH OUOJIOTHH JNIEiiK030B: 00HapykeH GpeHomeH audpepeHIUpPOBKH OIaCTHBIX
kietok OILJI mox Bo3aelicTBUEM JEpUBATOB PETUHOEBON KUCIOTHI — 1 3-11C-pETUHOEBOI,
MTOJTHOCTBHIO TPpaHC-peTHHOEBOU (TpeTuHOMH**, ATRA**), 9-1iuc-petnHOeBO# KuCIOTH. IMEHHO
ATRA** crana mepBbIM Tak Ha3bIBAEMBIM TapreTHBIM IpenaparoM. [Ipumenenne ATRA**
PEBOIIOIIMOHHBIM 00pa3oM u3MeHuI0 ucxoasl Tepanuu OITL.

[Tocne nosinenns ATRA** apcenan naroreHeTndeckux 3(h(HEeKTUBHBIX METOIOB TepaUU
OBLT PACIIMpPEH 3a CUYeT TPHOKcHaa MeImbska  (ATO™), sBisomerocs, BeposTHeE BCET0, OHIM
U3 HauboJee akTUBHBIX Onosiornyeckux cpeacts B JedeHun OIJI u yxe He BbI3bIBA€T COMHEHUS
ToT (hakT, uto OILJI MOXeT ObITh U3NIeUeH axe Oe3 MPUMEHEHHUS [IUTOCTaTHUECKUX MPETapaToB.

OIlJI saBnsercs SPKUM NPUMEPOM COBPEMEHHON TOYHON MenMLIMHBL. BBeneHue B
MeIMIIMHCKYIO PAaKTUKy KoMouHammn ATRA™/ATO™ npusena k Tomy, uto OITJI npeBpaTuics
U3 CMEpTEIbHOro 3a00JIeBaHMs B MPAKTUYECKU H3JIEUUMOE COCTOSIHHE, Ja)ke 0e3 MpUMEHEHUs
xumuoTepanuu. Ilpomomkaromeecss neauaTpUuecKue  HMCCIEIOBaHMSA, OCHOBaHHbIE Ha
kombunarmu ATRA™/ATO™ npencraBnsior coboit mpopsiB B Jjedenuu OILI y nereid,
CUMBOJIM3UPYIOIIMM ~ METOJ  JIeYEHUS  3JI0KaueCTBEHHBIX  HOBOoOpa3oBaHMil  0e3
XUMHOTEPANEeBTHUECKUX CPEJCTB, XapaKTEPU3YyIOIIHUECs KaK OCTPhIMU, TaK U JIOJITOBPEMEHHBIMU

no6ouyHbIMH 3¢ dekramu [9].



1.2 ITHOJOTHUA ¥ IATOreHe3 3200JJeBAHUA WJIH COCTOAHUA (rpyHnnbl 3200J1eBAHUNA U

COCTOSIHMA)

Otnonorus OIJI B 6G0nbIIMHCTBE CllyyaeB HEM3BECTHA. B mocieHue ropl OnuchIBaeTCs
Bce Oonpmie ciydaeB Bo3HUKHOBeHHss OIIJI kak BTOpPUYHOTO JIeHKO3a, CBS3aHHOTO C
npeamectBytome  xumuorepanueir (XT) um  oOmyuenuem. KpymHbIE MHOTOIIEHTPOBBIC
WCCJICIOBAHMS CBHJICTEIBCTBYIOT O TOM, 4TO BTOpu4HBIA OIIJl B OoJMbmIMHCTBE CiydacB
BO3HUKAET HE MT03[JHEE TPEX JIET Mociie 3aBepiieHus X T 1o NoBoy IEpBUYHOTO OHKOJIOTHYECKOTO
3a0oneBanus MHruouTOopamu Tonouzomepassl 11 (antparukiaunel (ATX: LO1DB anTpanuKkiInHbL
U POJICTBEHHBIE COEIMHEHUS), WIM MUTOKCAHTPOH**, pexke stono3ua**). ¥V 57 % mnanueHtoB
NEPBUYHON ONYXOJbIO OBLIO 3J0KAYECTBEHHOE HOBOOOPA30BAaHHE MOJIOUHOW JKEJe3bl, Jajee
CJIEIYIOT HEXOKKUHCKUE TUM(OMBI, 3HAUUTEIBHO pexe — inMpoma XomkknHa. CpenHee BpeMs
OT 3aBEPUICHMSI TEPAIIMH 110 IOBOY IEPBUYHOM OIyXO0JU A0 MOMEHTA AUATHOCTUKH BTOPUYHOTO
OIlI cocraBusier 24 mec (ot 15 mec nmo 8 ner). Ilo mepe yBenMueHUs arpecCMBHOCTU
XMMUOTEPANEeBTUYECKOTO BO3JEHCTBUS YBEIMYMBACTCS BEPOSTHOCTb Pa3BUTHSI BTOPUYHOTO
OIJI, kak, BOpoueM, MOKET YMEHBIIATHCSI U BPEMEHHON MHTEpBaJl OT MOMEHTa 3aBepiieHus X T
10 Bo3HUKHOBeHHUs OJI.

B 95% cnyusaes OILJI BeisBnsieTcs penunpokHas Tpanciokamus t (15;17)(q22;ql2),
KOTOpas NpUBOAMUT K ciusiHuio yactu PML rena, pacnosnoxxeHHoro Ha 15-i xpomocome, ¢ RARa
reHom (17 xpomocoma) ¢ oOpazoBanueM xumepHoro reHa PML-RARa. B penkux cinyuasx reH
RARa MoxeT OBITh CIUT C JPYrUMHU IeHaMH-apTHEpaMH, OTANYHbIMUA oT PML. BrisiBneHo He
MeHee 14 BapuaHTOB IeHOB-NIAPTHEPOB, B TOM YKcie Hauboee yacto Berpeyatommiics ZBTB16-
RARA, 3a kotopemm cienyior NPM-RARA, NuMA-RARA, STAT5B-RARA, PRKARIA-
RARA, BCOR-RARA, FIPILI-RARA, OBFC2A-RARA, GTF2I-RARA, u Oosee mo3aHue
IRF2BP2-RARA, FNDC3B-RARA, TBLRI1-RARA, STAT3-RARA u NUP98-RARA [10].

Cnyyan ¢ 3TUMM HETUIIMYHBIMM NApTHEpaMHM MO ciIusgHUI0 ¢ reHoM RARA wacto
OTIMYAlOTCsl OT TpaauluMoHHbIX APL 1o oTcyrcTBHIO mamodyek Ayspa B aTHUIHUYHBIX
IPOMMENIONUTAX MPU MOP(HOIOTHYECKON OIEHKE, MAllMEHThl UMEIOT Oojiee paHHHUI BO3pACT U
MOTYT OBITh MEHEE UyBCTBHUTEIbHBI K AU depenunpoBounoii tepanuu [11,12]. Tak, manueHTsI ¢
xumepHbIMU oHKOoreHamu ZBTB16-RARA u STATSB-RARA neMoHCTpupYIOT in vitro u/unu in

vivo yctoiunBocTh K ATRA** u tpuokcuny meimbsika (ATO).

1.3 DnuaeMuoJorusi 3a00J1eBaHUA WJIH COCTOSAHHNA (rpvionbl 3200JeBAaHMIT UJIH

COCTOSIHMA)
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Onuaemuonorus OITJI cpenu aerckoro HaceneHus B Poccuiickoii denepanuu n3ydeHa
HepocTaToyHO. OCTpbIil MUETOUIHBIN JIeliko3 BeTpedaeTcss B 20% OT BCEX OCTPBIX JEUKO30B Y
nerei, cocraBisier 6% ot Bcex omyxousiel y nereil. Hosbie ciaywan OINI cocrasmstor 0,7 -
1,2/100.000 B rox [13,14].

OcTpslii IPOMHUETOIUTAPHBIN JIEHKO03 cocTaBisieT 5-10% Beex ciiyuaeB AML y nereii [14].
Bonee Bricokas 3aboneBaeMocTh onucana B Utanuu, Mcnanuu, Kutae u Jlatuackoit Amepuke, ¢
camotii Beicokoit poneit OIJI (no 50% Bcex ciayuaeB OILI), 3apeructpupoBannbix B Hukaparya u
Aprentune [15-16]. 3a6oneBaeMOCTh CTAHOBHTCS BBIIIE C BO3PACTOM C MHUKOM B YETBEPTOM
necsaTuneTuu, B To BpeMs kak OILJI ocobeHHo penko BcTpedaeTcs y MIaAeHIEB (CpeIHUH BO3pacT
neuaTpUuecKuXx ciiydaeB cocrapiser 9-12 ner) [17,18].

[To pgannpiM nomymsiuoHHoro uccinenoBanus SEER B mepuon ¢ 1975 mo 2008 rox B
Coenunennbix IllTatax Owputo 3apeructpupoBaHo 1397 mamumenToB B Bo3pacTte n0 20 yer u
nmokasarelb 3aboneBaemocts coctaBui 0,06 Ha 100 000 gemoBex [19].

B pamkax wuccnenoBanus OIIJI-MRD-2018, npoBogumom HMMUIL JAT'OU umenus
Hmutpust Porayea ¢ 2019 mo 2023 rr. Owwio 3apeructpupoBano 777 mauueHtoB ¢ OILI B
Bozpacte 10 18 ner, OILJI coctaBun 26% (199 nanueHToB).

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1eBAHUS HJIH COCTOSHHUSA (Irpynnbl 3200J1eBaHU i

HJIN  COCTOSIHMIT) Mo MEeKIVHAPOIHON CTATHCTHYECKON KJaccubukanuu 0o0Jie3Hell |

npooJeM, CBA3aHHbLIX cO 310poBbeM (MKB-10)

C92.4 Octpelii TPOMUETOIUTAPHBIN JEHKO3

1.5 Kuaccupukanus 3a0071¢BAHUA MM _COCTOAHMSA (rpynnbl 3200J1eBaHUIl MU
COCTOSTHM)
Ilepeuyens BapuanToB OILJI n apyrux omyxoJei ¢ mueaonaHoi nudpepenuuposkoii (BO3,
2016) [20,21]

Knaccudpukammss BO3  (2016) moapazmenser Bce OILJI, ocHoBbIBasich Ha UX
[MUTOTEHETHYECKUX U MOJICKYJISIPHO-TEHETHUECKUX OCOOCHHOCTSIX, U UMEHHO 3TH OCOOCHHOCTHU
dbopMUpPYIOT KITUHUKO-TIaTotorunueckue rpymmel. O] BXoquT B rpymnmy
OIJI ¢ ycTONYMBO BBISIBASEMBIMU T€HETUYECKUMU aHOMAIUSIMU

OIJI ¢ t(8;21)(q22;922); RUNXI-RUNXITI

OILI ¢ inv(16)(p13.1922) or t(16;16)(p13.1;q22); CBFB-MYH11
OILJI ¢ t(15:;17)(q22;q12); PML-RARA

OILI ¢ t(9;11)(p22;923); MLLT3-MLL

OIJI ¢ t(6;9)(p23;q34); DEK-NUP214

OIJI ¢ inv(3)(q21926.2) or t(3;3)(q21;926.2); RPNI-EVII

OIJI (merakapuobnactablit) ¢ t(1;22)(p13;q13); RBM15-MKL1
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OIlI c BCR/ABLI*

OILJI ¢ reHHBIMUA MYyTalUAMUA™:

OIUJI ¢ myTupoBanHbIM TeHOM NPM [*
OIJI ¢ buannenpHOM MyTanueit rena CEBPA*

«OTUI ¢ t(15;17)(q22;q12); PML-RARA»; Tpancnokauuu RARA ¢ apyrumMu napTHEpaMu
BbIIETISIIOTCS B oTAenbHBIE popmbl OILJI, manpumep, OIUI ¢ t(11;17)(q23;q12); ZBTB16-RARA;
OILT ¢ t(11;17)(q13; ql2); NUMAI-RARA; OIUI c t(5;17)(q35;q12); NPMI-RARA; OII ¢
STAT5B-RARA.

IIporHocruyeckue GpakTopbl

[Mamments! ¢ OIUI moapa3aensioTcs Ha TPYIIBI PUCKA B 3aBUCHIMOCTH OT J1a00paTOPHBIX
MoKasaTeJiei 00IIero aHaiu3a KpoBy pu MaHUecTaluu 3a00J1eBaHUS:

*  Tpymma HU3KOTO pUcKa: JeHKoruThel <10 x 109/1

*  Tpymma BBICOKOTO pUCKa: JIeHKomuTsl >10 x 109/1
OxoHUaTeIbHOE ONPECIICHIE IPYIIIBI PHCKA MPOBOIUTCS 10 pe3yabTaTaM HCCIeI0BaHUs
TPaHCKPUIITa (COCTOSIHUE MUHUMAIBHOU pe3unyanbHou 6one3nn, MRD) mocne nposeneHus 2-x

1KypCOB KOHCOJIUIALNH WIH MIEPE] HA4aJIOM MOJIIEpKUBAIOIEeH Tepanuu [22,24].

1.6 Knnanyeckass KapTHHA 3200J1eBaAHUS WJIH COCTOSAHNSA (FPYINLI 3200J€BAHNNA I

COCTOSTHM)

OcTpblii NPOMHUEJOUMTAPHBIN JIEHKO3 TIPEACTaBIICT COOOH YETKO OYEpPUCHHYIO

HO30JIOTUYECKYI0 (OpPMY C HACTOJIBKO XapaKTepHBIMH KIMHUKO-Ta00pPaTOPHBIMU TPU3HAKAMHU
(TunuyHast MOP(}OJIOTHS OMYXOJIEBBIX KJIETOK, TSXKENbI reMOpparnyeckuil CUHAPOM, T€éMaTOMHBIN
TUT KPOBOTOYMBOCTH, HM30OBITOYHO AaKTHUBUPOBaHHBIA (ubpuHomm3, JIBC-cuHmpom, oObIYHO —
JCHKONEHUsA), YTO JAMArHO3 MOPOH MOMKHO YCTAHOBHUTb, OCHOBBIBASICh JIMIb HA KIMHUYECKHX
nposineHusix. Ilpu stom cymectByor OIIJI, koTOopbple NpPOTEKAlOT HE CTOJNb JPaMaTUYHO:
OTCYTCTBYIOT TPOSIBJICHUSI TEMOPPArHYeCcKOro CUHAPOMA, OOJIbHBIE B TEUYCHHE HECKOJIBKUX MECSIIEB
HAOMIOJAIOTCS 1O  TOBOJMY  JIEMKONEHWH, yMepeHHOW TpomOouuToneHuu. [IposBrenus
reMOpPpParuiyeckoro CHHApoMa (KpOBOTOYMBOCTH JI€CEH, MOBBIIIEHHAs TPAaBMUPYEMOCTb KOXKHBIX
MIOKPOBOB, CUHSKH, NIETEXUHU, HEPEIKO KPOBOTEUEHUS M3 HOCA, KEIIyIOYHO-KUIIEYHOIO TPaKTa) Ha
MOMEHT JUarHocTHku umerorcs y 90 % manuenrtoB. ['enaTocrieHoMeranust win JuMgpaaeHOnaTHs
onpenenstorcs Mmeree yeM y 20 % maruieHToB [24].

[Marmentsr ¢ OINJI, ocobeHHO C TUNEPrpaHyJISIPHHIM BapHaHTOM, MOTYT HMETh HH3KOE
KOJIMYECTBO JICHKOLIUTOB U TOJBKO PEAKUE JIEHKO3HBIE KIETKU B nepudepuyeckoit kposu. Xots OIJI
OOBIYHO HE SBIAETCS OBICTPO MpPONM(EPATUBHBIM OCTPHIM JICHKO30M, K TOMY BPEMEHH, KOTJa y

ManuEeHTOB MOABJIAIOTCA CUMIITOMBI, CUTyallUsA 4aCTO CTaHOBUJIACh OITACHOM JIJISI )KU3HU HU3-3a pUcCKa
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karactpopudeckoro kpoBorederus. Kak monro OITJI 00b19HO MPUCYTCTBYET B JOKIMHUYECKOU (hase,
HEW3BECTHO, HO TMPH JUATHOCTHUKE KOCTHBIM MO3r uacto mnoutu Ha 100 % 3amensetcs
3JI0KQYE€CTBEHHBIMH MPOMHUEIONUTAMH, YTO MPUBOJIUT K TKEIOW aHEMHUH, TPOMOOIMTONEHUH U
HeliTponierny. Yto emre Oojiee BayKHO, 3Ta Macca 3JI0KaYECTBEHHBIX KIETOK B MO3TE MPOBOITUPYET
TSDKEITYI0 KOAryJIOTaTHI0O KaK C JHUCCEMUHHUPOBAHHBIM BHYTPUCOCYIHCTBHIM TpOoMOO30M, Tak H C
nepBuuHbIM (QuOpuHonu3oMm. Bapuant OIIJI, xapakrepusyromuiics MukporpanyiasipasiMu OILJI-
KJIETKaMH1, HE UMEET KaKOH-JIMOO ITOTIOJHUTEIHLHOW HE3aBUCHUMOW MPOTHOCTUYECKOW IIEHHOCTH, HO
UMEET TeHICHINIO K 00Jiee BHICOKOMY KOJMYECTBY Nepudeprudecknx 0JacTOB M, BO3MOXKHO, OoJee
owicTpoii mponudeparnuu. Konudectro nevikoruro > 10000/mkn (> 10 x 109/L) npu mocTtaHOBKe
muarno3a uneHtudunmpyer moarpymnmy OITJI BbeIcOKOro puicka, OTY4acTH H3-3a 0ojiee BBICOKOTO

YpOBHS paHHElN cMepTHOCTH [25].
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2. IuarHocTuka 3a200JieBaHUsI MJIM COCTOSIHUSL (Tpynnbl 3a00JieBaHUl WIIH
COCTOSIHMII), MEAUIIMHCKHE MOKA3AHUA M NMPOTHBOINOKA3AHUS K NPUMEHEHUIO

METOA0B TMATHOCTUKH

MHnozue pexomenoogaHuvie Memoovl OUACHOCMUKU 3a00Ne8aHUs U CEA3AHHBIX C HUM
COCMOANHUL UMEIOM 0SPAHUYEHHYIO OOKA3AMENbHYI0 0A3y 6 COOMBEMCMEUU C WKALAMU OYEeHKU
VposHs. docmoeeprocmu dokazamenvcms (V) u yposus ybeoumenbHOCMU peKOMeHOAyul
(YVP) no npuuune omcymcmeusi NOCAWEHHbIX UM KIUHUYECKUX ucciedosanull. Heszupas na
9MO, OHU AGNAIOMCI HEOOXO0OUMBIMU dNeMEeHMaMy 00C1e008aHUus nayueHma 0 YCmaHo81eHus
ouazHo3a u 8blOOPa MaKMuKU 1edenus, maxk Kak bonee s¢hghekmusuvie u OOKA3aHHbIE MENMOObl 8
Hacmosujee 8pems He pa3pabomaHoi.

Kpumepuu ycmanoenenus ouacnoza/cocmoanun: Oll/l ycmanagnusarom He3agucumo
om NpoOYeHmHO20 cooepoiicanusi ONACMHLIX KIemoOK 6 NYHKmame KOCMHO20 Mo32d UIU 8
nepugepuueckoii kposu (I11K) npu nanuuuu namoznomonuynotl oas OIJI xpomocommuoti anomanuu
t(15,17) (q12; q11-12) PML/RARo.

Ceoonas mabauya ucciedo8aHutll, HeoOXOOUMbIX Ol OUACHOCMUKU U Bepudurayuu
ouaenosa OIJI, npeocmasnena 6 [lpunoscenuu A3.1. Ha ocnosanuu KiuHuUuecKkou KapmuHul, da
Makodce ananu3a pe3yibmamos nepeducieHHblX Uccie008anull, NayueHmos Cmpamugpuyupyrom

HA MOJEeKYIAPHO-2eHemuYecKue, a makice KIuHuiecKue 2pynnvl npoernosa (npunodxcerue 1 2).

2.1 ’Kaja00bLI 1 aHAMHE3

Manugpecmayus knunuueckux nposenenuti OIIJI conpososicoaemces dcarobamu Ha
cnabocmo, ymOIl/laemocmy 6credcmeue anemuu; pazeumuem 2emoppasuiecko20 CUuHOpoma
PAa3nuuHol  unmeHcusHocmu  eciedcmeue mpomooyumonenuu u J[BC u  ungpexyuonnvix
OCNOJCHeHUU Ha (poHe Heumponenuu. JlanHvle NpoAGIeHUs MO2YM paA3BUMbCsi OCMpPO UlU
NOCMenenHo Hapacmama.

V 40% nayuenmoe cemoppazuyeckuii CUHOPOM MOdCem Npomekamsv 8 6uoe
YepebpoBaACKYIAPHO20 UMY JIe20YHO20 KPOBOUZNUAHUSA, KOMOpble 00YCl06leHbl Koazyronamuetl,
ceazannou ¢ OIJI, exnrouaroweli Kak OUCCEMUHUPOBAHHOE GHYMPUCOCYOUCTIOE C8EPMblEAHUE
(ABC), max u nepsuynwiii cunep@uopunoIu3 u b0 NPUCYymcmeyem npu noCmMano8Ke OUacHo3d,
aUOO BO3HUKAem 8CKOpe nocile Hauaia cneyuguyeckou mepanuu [26]. Omo ocnoscnenue 6 10-
20% senisemcs RNPUYUHOU pPAHHEl 2eMoppasuyeckol cmepmu u mpebyem HeMeOleHHOl
HEOMI0HCHOU Meouyurckou nomowu. [27,28]. Tpombomuyeckue ocrodcHeHus 6cmpeyaromcs

peoxce.
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Pexomenayercss BceM NanMeHTaM NpU MOJO3pEHHM M Tipu yctaHoBiaeHHOM OILI:
THIATENBHBIN COOp aHaMHe3a 3a00JIeBaHMS C yTOUHEHHUEM Teparuu, KOTopas IPOBOIUIACH
B CBSI3U C OTHM 3a00JI€BaHHEM WIIU IO TOBOAY APYTUX 3a00JIeBaHUU paHee, CEMEHHOTro
aHaMHe3a, MOAPOOHOE OMKMCAaHKE Kajao0 MarueHTa JIjIs Bepru(pUKAIMK TUarHo3a a TakKe Ha
HaJIMuue CHOIMHTOB (POIHBIX OpatbeB n/mim cectep) [7,29,30].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

2.2 dusukajbHoe 00cae10BaHue

Pexomenayercss BceM NalMeHTaM MpU MOAO3PEHUM M mpu ycTaHoBieHHOM OILI
MPOBOANTH (U3UKAIILHOE 00CIeI0OBaHUE, BKIIOYAIOICe U3MEPEHUE POCTa U MACChI Tea,
TEMIIEpaTyphl TeJa; OLUEHKY COCTOSTHUS KOKHBIX IMOKPOBOB, KOCTHO-CYCTaBHOM CUCTEMBI;
BBISIBJICHHE IPU3HAKOB TeMOPPAaruvyeckoro CHHAPOMA; HaJIW4Yue renaToCIIeHOMEraluu,
auMmbaZeHONaTHH; HAIMYMe MPU3HAKOB JUCPYHKIMM CEepAla, JETKUX, MeUYeHU, OPTaHOB
SHJIOKPUHHOW, HEPBHON CUCTEMBI JUIsl BepUpHUKaIMK quarHosa [31].

YpoBenb  yOenurenbHocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

KommenTapuu: npu ¢usuxanvrom oocredosanuu nayuenmos ¢ OIJI ocoboe snumarue
cnedyem obpamums Ha CMeneHb MANCECMU 2eMOPPASULeCK020 CUHOPOMA OIS NPUHAMUSL
HEOMIONCHLIX Mep No  Npo@uIaKkmuke Yepeopo8acKyIsAPHO20 U/UMU  1e20UHO20
KpoB8OmeyeHusl.

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCAe10BAHUS

Pexomenayercst BceM ManyeHTaM NpH nojao3peHnu, nuarnoctuke OINJI, a Taxke B Xxoae

TEepamuu C YacTOTOW OT €XEeAHEBHOro (B AeOroTe 3a0oneBaHUs) 10 €KEMECSIHOTO,

BBITIOJIHEHHE OOIIero (KJIMHUYECKOTO) aHaiau3a KpoBH ¢ 1auddepeHImpoBaHHBIM

MOJICYETOM JICHKOLUTOB (JIEHKOUUTApHOW (OpPMYISBI) W  HCCICTOBAaHUEM YPOBHS

TPOMOOIIUTOB B KPOBH ISl OMpECIICHUsl NalbHEHIEH TAaKTUKU BEACHUS IMAlMCHTA U

BepuQuKanuu auarsosa [32].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

Kommenrtapuu: V 80 % nayuenmos manugpecmayus 3a001e6aHus xapaxmepusyemcs
netikonenueii (meouana yucaa neiikoyumos cocmasnsiem 1,8 x 10°/n). Ecnu 'y nayuenma 6 momenm
ouaenocmuxu OJI onpedensemcs neiikonenus <I % 10°/n, ocobenno 6 covemanuu c

eunoguopunocenemuel, mo ¢ OOILWOU OO0Nel BEPOSIMHOCIU MONCHO Npeonoazamo
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npomuenoyumapHuii eapuanm OIL/L 'Y 15-20 % nayuenmos 6 oebrome Oone3nu Gvlasiaemcs
netikoyumos (meouana 83 x 10°/1) ¢ yeenuvenuem uucna nelikoyumos oo >150 x 10°/n. 'V
nooasaswoue2o yucia nayuenmos (80-90 %) onpedensemcs anemus, npusem y noja08UHbl U3 HUX
KOHyeumpayusi 2emocnoouna cocmasnsiem <100 o/n. Y 75 % nayuenmosg codepoicanue
mpomboyumos chudxicaemcs 00 <50 x 109/x.

Obwutl (kiuHUYeCcKull) AHaIUu3 Kpou (0COOEHHO YUCTO NEUKOYUMO8 U MPOMOOYUMOos)
BbINOIHAECMCA exnceOHesHO 6 nepavle OHu mepanuu ATRA** ona oyenku pucka 603HUKHOBEHUS
cunopoma ouppepenyuposxu (C/) (npu dbvicmpom ysenuueHuu yucia 1etikoyumos
yenecoobpaszno nHauame npogurakmuxy CI, oadxce eciu He ObLIO UCXOOHO20 NEUKOYUMO3A,
yposens mpomboyumos ne dondicer 6uimn <30 x 10°/1, yenesoii yposensv >50 x 10°/1), 3amem —
yepe3 0enb—08a 00 KoHcmamayuu pemuccuu. Paseepnymas popmyna — 2 paza 6 nedenio.

Jugepernyuposannviii noocuem nelkoyumos (leukoyumapras opmyna) Heobxooumo
8bINOIHAMb He HA a8MomMamuieckom anaiusamope. Pexomenoosano uccieoogames KaKk MUHUMYM

200 netikoyumog 6 masxe nepughepuueckol Kpogu.

Pexomenayercst BceM NalueHTaM IIpy [10103pEHUM U Npu ycTaHoBiaeHHOM OI1JL, a Takxke
B XOJZI¢ TEpalluy B 3aBUCUMOCTH OT KIMHUYECKOM CUTYyallu! C 4aCTOTOM HE PEXE OIHOTO
pa3a B MeCsI] M He 4allle TPeX pa3 B HEAENI0, BBIIOJHUTh aHAIU3 KPOBU OMOXUMHUYECKUI
obmerepaneBTuuecknii kpoBu (B03.016.003) (uccnenoBanue ypoBHs oOiero Oenka B
KPOBH,  HCCJIEJOBaHWE  YpOBHS  ajdbOymMMHa B KpPOBH, OIpezie/IEHUE
aJIbOYMUH/TTI00YIMHOBOTO COOTHOLIEHUS! B KPOBH, HCCIIEOBAaHUE YPOBHS MOYEBHHBI B
KPOBH, HCCIIEIOBAaHME YPOBHS KPEATUHMHA B KPOBH, MCCIEIOBAHUE YPOBHS OOLIETO
OunupyOuHa B KpOBH, OIpEJesieHHEe aKTUBHOCTH anaHuHamuHOTpaHcdepassl (AJIT) B
KpPOBH, OIpeaesieHue aKTUBHOCTH acnapratamuHorpancdepasslt (ACT) B kpoBw,
ompeiesieHue aKTUBHOCTH JlakTataeruaporeHassl (JIJII) B kpoBu, uccieqoBanue ypoBHs
o0miero MarHusi B CBIBOPOTKE KpOBM, MCCIEIOBAHME YPOBHSA HAaTpusi B KpPOBH,
UCCIIC/IOBAaHUE YPOBHS Kallusl B KPOBH, MCCIIEIOBAaHUE YPOBHS OOIIETO KaJIbIUs B KPOBH,
TJIFOKO3bI) JUISl AMATHOCTUKU COITYTCTBYIOIIEH MATOJIOTHU (3a00J€BaHU) U OIIpeIeIICHUS
TaKTUKHU COMPOBOAUTENBHOM Tepanuu [32].

YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Pexomenayercst BceM NalueHTaM IIpy [0103pEHUM U Npu ycTaHoBiaeHHOM OILJL, a Takxe
B XOJ/I€ Tepalmuy C YaCTOTOM HE peke OJHOro paza B MECALl M HE dYallle OJAHOIO pasza B
Henenmo (B nmeOrore  3a0oJsieBaHMs) BBIMOJHUTH Koarynorpammy (MccrmemoBanue

KoaryjsinuoHHoro remocraza) (B03.005.004) payist OuarHOCTUKM — COIMYTCTBYIOLIEH
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MATOJIOTUM U OCJIOKHEHUM, a TAK)KE ONpPENEJICHUs TaKTUKU IeMOCTaTUYECKOM Tepanuu

[32,33,34,39,182,185].

YpoBenb  yOeauteqbHOCTHM  pekoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH
J10Ka3aTeJILCTB — 3)

Kommenrtapuu: Konuuecmseo mpomboyumos u pymuuHvle napamempuvl Koazyriayul,
npompomounogoe epems, AYTB u mpombunosoe epems, a makce ypoeHu Quopunocena u
npoOyKmos pacnaoa guopurozena ciedyem KOHMpOIUPO8AmMs He pexice 00H020 paza 6 OeHb U,
npu HeobXxooumMocmu, yauje, 00 UCUE3HOBEHUs 8CeX KAUHUYECKUX U 1aO0paAMmOpHbIX NPUSHAKOS

Koacyionamuu.

Pexomenayercst BceM IalueHTaM IIpy [10103pEHUM U Npu ycTaHoBiaeHHOM OI1JL, a Takxe
B XO/JI¢ TepaINuy BHIMOJHUTH OOINN (KIMHIHYECKUN) aHAIU3 MOYH C YaCTOTOM C 4aCTOTOM
HE peXe OJHOTO pa3a B MECAIl M HE 4Yallle OJHOTO pa3a B HEACNIO JJI JTUAarHOCTUKH
CONYTCTBYIOIIEW MATOJOTUM W ONPEAENECHUS TAaKTHUKU CONPOBOIUTEIBHOW Tepanuu
[33,35,39].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

Pexomenayercs BceM MareHTam Npu NoA03peHru U npu ycranoieHHoM OII, a Takxe
B XOJIe€ TE€paluy C YaCTOTOW HE PeXe OJHOro paza B 3 Mecsla ONpeaeieHUuE aHTUTEIN
kiaaccoB M, G (IgM, IgG) x Bupycy mMmmyHoneduuura yenoBeka BHY-1 (Human
immunodeficiency virus HIV 1) B kpoBu, m mnpu HEOOXOIAUMOCTH MOJICKYJISIPHO-
OMOJIOTMYECKOE HCCIICIOBAaHNE KPOBHM Ha BUPYC MMMYHoaehunmta uvemoBeka BUU-1
(Human  immunodeficiency  virus HIV-1) 1ns  yTouHeHHs  HEOOXOAMMOCTH
OJIHOBPEMEHHOT'O0 MPOBEICHUSI MPOTUBOOIYXOJEBOM U aHTHUPETPOBUPYCHOM Teparnuu
[32,33,36,39].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Pexomenayercst BceM NalueHTaM IIpy [10103peHUM U Npu ycTaHoBiaeHHOM OI1JL, a Takxe
B XOJI¢ TE€paluM C 4aCTOTOW HE peXe OJHOro pasa B 3 MecsAla ONpeleIcHUE aHTHIeHa
(HbsAg) Bupyca rematura B (Hepatitis B virus) B kpoBH, onpeesieHne aHTUTE K BUPYCY
rematuta C (Hepatitis C virus) B KpoBH, W, MPH HEOOXOAMMOCTH, MOJEKYISIPHO-
OMOJIOTHYECKOTO MCCIIEIOBaHUS KPOBU Ha BHUpyc renatuta B (Hepatitis B virus) u Ha
Bupyc renatura C (Hepatitis C virus) ¢ 11eJIbI0 YTOYHEHUS pUCKa PEaKTUBAL[MY BUPYCHOTO

renaTuTa U, B Crydae HeoO0XoauMocTH, ee npodunaktuku [32,33,37,38,39]
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YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

PexoMenayercsi BceM NalMEHTaM NpU TOJO3PEHUMH Ha pPa3BUTHE TIepIETUYECKOU
nHpekuu u ycraHoBieHHOM OIJI mMonekynsipHO-OHMOJIOTHYeCKOe HCCIIeIOBAaHNE KPOBU
Ha niuTomeranoBupyc (Cytomegalovirus), Ha Bupyc Dmmrerina-bapp (Epstein - Barr virus)
C UeNbl0  YTOYHEHHS  HEOOXOJMMOCTH €€  JICUeHUs WIM  NPO(UIAKTUKH
[32,33,39,40,183,184].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)

PexomeHayloTC BCEM NAlMEHTaM IpU NOAO3PEHMM M INpu ycTraHoBieHHOM OIJI
MHUKpOOHONIOTHYecKoe (KyabTypajbHOE) HCCIEeIOBaHUE OTACISIEMOro U3 IOJIOCTU PTa;
UCCIIEIOBAaHME  MHKPOOMOIIEHO3a  KHUIIEYHUKAa  KYJIbTYpPaJbHBIMH  METOAAMH;
MHUKpOOHOJIOTHYECKOe (KYJIbTypaJIbHOE) MCCIICIOBAHHE KPOBH Ha CTEPHIIBHOCTD;
MHUKpOOHONIOTHYecKoe (KyJIbTYpajbHOE) HCCIeIOBaHWE MOYM Ha OaKTepualbHbIC
NaTOT€HBbl C IIeNBI0 MPOBEACHUS TMPEIM3MOHHONH aHTHOMOTHYECKOH Tepamuu B XOe
JedyeHuss npu Haauuud (GeOpuiIbHOW JHMXOpaAKd M HMH(PEKIUMOHHBIX OCIOKHEHUMN
[39,41,42,171,172].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Pexomenayercst BceM MarMeHTam npu NoAo3peHru U npu ycranoieHHoM OII, a Takxe
B Cllydae pa3BUTHUSA peluInBa U nocie BeinonHeHus ao-TI'CK, onpenenenre 0CHOBHBIX
rpynn kpoBu no cucreme ABO u onpenenenue anturena D cucremsl Pesyc (pesyc-
¢dakTop) A7 BO3MOKHOCTH BBITIONTHEHUS 3aMECTUTEITLHOM T€MOKOMIIOHEHTHON Tepanmuu
MIPY HAJIMYUHU MOKA3aHUM 110, BO BpeMs WK nociie Tepanuu [32,39,43].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Pexomenayercs 1o Havyana nedenust OIUI s Bepudukaum quartos3a BceM NaueHTam
BBITNIOJIHUTh LIUTOJOTUYECKOE U LIUTOXMMHYECKOE HCCIECIOBAaHUS OIYXOJIEBBIX KJIETOK B
nyHkrate KM, 1 BceM GOJIBbHBIM MOCIIE OKOHYAHUS MTPOrpaMMbl MHIYKIIMHA PEMHUCCHH, B
X0Jle KOHCOJIWAALMU U TOJNJCPKUBAIOLIEH TEpanuu BBINOJIHATH KOHTPOJIBHOE
nuToJsornyeckoe uccinenosanue acnupara KM (Lluronornueckoe nccinenoBanue KIETOK
ciuHHOMO3roBoM  kunkocth) (A08.23.007), oleHKy oOTBeTa Ha JICYCHHE, OICHKY

COCTOSAHHUA KOCTHOMO3I'OBOI'O KPOBETBOPCHHUA, 4@ TAKXKC IIPHU BLIABICHHUU W3MCHCHHI B
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o0mieM KIMHUYECKOM aHallu3€ KPOBU BHE CBA3M C TMPOBOJUMBIM JICYCHUEM W/WIU

nopo3penun Ha peruauB OIJL. Ilpm koHcTatanmuu peuuauBa (HE3aBUCHMO OT

MPOIEHTHOTO COJEP)KaHUs OJIACTHBIX KJIETOK B Tepu]eprudecKoil KPOBHU) BBIIOIHUTH

IIUTOJIOTHYECKOE MCCIIeIOBaHNE Ma3ka KOCTHOTO Mosra (muernorpamma) (A08.05.001) u

JOTIOTHUTEIbHO LUTOXMMHUYECKOE HCCIEOBaHNE MHKpOIpernapaTa KOCTHOTO MO3ra

(A08.05.012) ¢ mMopd0oJIOTHYECKUM M HUTOXUMUYECKHUM HCCICIOBAHUSMU OIACTHBIX

KJICTOK JUIsl TOATBEPKICHUS pelUANBA U UACHTU(DUKAIIMH KIETOYHOU A PepeHIInpOBKI

[32,33,39,44].

YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KomMmeHTapum: nonyuenue yumonocuueckozo npenapama KOCMHO20 MO032a Nymem
nyuxkyuu (A11.05.002) sennemcs 006a3amenbHOU PYMUHHOU OUACHOCTUYECKOU Npoyedypoll.
Ilpoyedypa Oondicna nposooumsvcss Nn00 KOMOUHUPOBAHHBIM — UHATAYUOHHBIM — HAPKO30M
(B01.003.004.012)!!!!

Masku xocmHnozo Mmo32a uccredylom ¢ nomowwlo okpacku no Maio-I proneanvoy,
Ilanneneeimy wumu Paiumy-T'umze. Pexomenoogeano ucciedosamov Kaxk —munumym 500
A0pOcodepAHcaujux Kiemox 8 Maske KOCMHO20 MO32d.

Jna yemanosnenus ouaenosa OIL/I 6 mazke nepugepuueckoii Kpogu Uiy KOCMHO20 MO32d
Heobxo0umo nanudue 20% unu 6onee 6aacmuvix kiemox. Ilpu OIJI ¢ t(15,17), t(8;21), inv(16) or
t(16,16) u npu HeKOMOPLIX CIYUAAX OCMPO2O IPUMPOMUEN03A 00 OIACMHBIX KIIeMOK MON*CE
bovime menee 20%. B coomeemcmeuu ¢ kraccugpuxayueti BO3 2016 2o0a npoyenm 6racmvix
KIeMmoK NOOCYUMbI8AION 8HE 3A8UCUMOCMU OM 001U KPACHO20 POCMKA.

B b6onvuuncmee ciyuaes ouacnoz modxcem 6vimsv 3an0003per npu Mopghoiocudeckol
oyenke netikemuyeckux knemok. bnacmuvie knemxu npu OIJI y 6orvuuncmea nayuenmos
npexcoe 8ce20 Xapakmepuyomcs 3Ha4UmenbHblM A0EpHbIM HOTUMOPDUIMOM U HATUYUUEM
KPYRHOU (huo1emogo-6ypoii 3epHUCMOCmU, 2YCmo 3an0IHAWeNl YUMONAA3MY, O0TbUUM
Koauyecmeom nanouex Ayspa (knaccuveckuii eunepepanyasipusiii gapuanm OILJI) [45]. V 15-20
% nayuenmos 8 YUMoniasme onyxonesvix KiemoK 0OHAPYHCUBACHICS TULUb HECKOTbKO MEIKUX
2PAHYI UNU OHU He BbIABIAIONMCA 808Ce, NPU IMOM 8Ce OCMAlbHble NPUSHAKU (KIUHUYeCcKue,
yumoxumuyeckue, yumozenemuueckue) OILJI npucymcmesyrom.

Knaccuueckum npusnaxkom onyxonesvix knemox OIL/l sensemcs ouenv 8blpadiceHHAs
yumoxumuyeckas peaxyus Ha muenonepokcuoasy (MPO), nunuovl, komopas 6viaeniemcs c
HOMOWBIO CYOaH08020 YepHo2o (SBB), u na xnopayemamacmepa3sy.

Buvinonnenue yumoxumuueckoeo ucciedo8anus MUKpOnpenapama KOCMHO20 Mo32d

(A08.05.012) Heobxooumo, dadice eciu onpedensiemcs 8blCOK0e COOePAHCAHUe OAACTHBIX KIemOK
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8 nepughepuyeckoll Kpogu. Imo ces3aH0 ¢ meM, Ymo 8 psoe Cryyaes Yumoxumuieckue peaKyuu
Mo2ym 0aeamv pasiudmble pe3yabmamol 8 KIemKax nepugepuieckou Kposu u KOCMHO20 Mo3ed,
YUmo ModHcem nosieudb 3a coboll yCmanoeieHue oumnuboyHo20 OuazHo3d. JuazHo3 0CHO8bI8AIOM HA
Pe3YIbMmamax uccie008anus, NOAYYEeHHO20 HA KIeMKAaX KOCMHo20 mo3ea. Mcnonv3yrom peakyuu
Ha muenonepokcuoasy (myeloperoxidase - MPO) unu cyoanoswlii uephblil, Hecneyu@duyeckyo
acmepasy (arvgha-nagpmuiayemamscmepasy, N00AGIAeMYIO Uiy Hem gmopudom Hampus) u PAS
(Periodic Acid Schiff). Knaccuueckum npusnaxom onyxonesvix kiemox OIJI sensemcs ouens
BbIPAICEHHAS YUMOXuUMU4eckas peakyusi Ha mueronepoxcuoaszy (MPO), aunuodvl, xomopas
BbIABNIAENICS C NOMOWBIO CYOAH08020 YepHo2o (SBB), u na xnopayemamacmepa3sy.

Ha ocnosanuu yumoxumuueckoeo uccie008anusi O1ACMHbIX KIEMOK KOCMHO20 MO032a
(uToxmMHuUyecKoe MCCIIEeIOBAaHUE MUKpoIpenapara KocTtHoro mosra, A08.05.012)  moowcem
bvims Juaznocmuposano okono 90% cayuaes OIl/l, npu omcymcemeuu axmusenocmu MPO u
Hecneyuguueckol 3cmepasvl He0OX00UMO NposedeHUe UMMYHOPEHOMUNULECKO20 UCCAe008AHUS

MemoOoM NPOMOYHOU YUMODII00pUMempuu.

Pexomenayercst BceM nalnueHTaM Npu nepBuuyHoOW nuarHoctuke OJI, a Takxke npu

oOcreoBaHUM TI0 TOBOJY JWarHoctupoBaHHoro pernuauBa OILI, BeIMOTHUTH

UMMYHO(EHOTUITMPOBAHUE TEMOMIOATUYECKUX KIETOK-IIPEIIECTBEHHUI] B KOCTHOM MO3Te

JUTS OTIPEJICIICHUSI IPUHAICKHOCTH OJIACTHBIX KIIETOK K TOW HITM MHOMW JIMHUU KIETOYHON

muddepentmpoBku [32,39,45,46].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

Kommenrapuu: Hwvmynogenomunuposanue (UDPT) evinonnsemcs 6ceeda Ha KlemKax
KOCMHO20 Mo032d, 0axce eciu onpeoensaemcs 6blCOKoe cooepicanue ONaCmHbIX KIemoK 8
nepugepuueckoti kposu. Onpeodenenue npoyeHma OIACMHLIX KIEMOK MemoooM HpOMOYHOU
yumodnyopumempuuy npu nepeudHol OUASHOCMUKe He ABNSAEMCcs 3aMeHOU MOp@OoI0cUdecKo2o
noocyema, Max Kax pe3yibmamsl 3mux 08yxX Uccied08aHull Mo2ym He cognaoams [46].

Jna noomeepicoenuss MueiouoHou HANPAeiIeHHOCMU ONYXO0Je6blX KIemoK Heo0X00UMOo
OYeHUmb IKCHPeccuro Muerouonvlx aummueenos. MPO — nunelino-cneyuguueckuii mapkep
MUENOUOHOU TUHUU, TU30COMATbHBLLL (hepmenm epanyroyumos. K menee cneyuguunviv muenouo-
accoyuupoganuvim anmucenam omuocames CDI11b, CDI1c, CD13, CDI15, CD16, CD33, CD64,
CD65, CD66b, ruzoyum u opyaue

bnacmusie knemxu cuumaromes no3umusHuoIMU NO IKCHPECCUU MEMOPAHHO20 AHMU2EeHa,

eciu oH omnpeodensemca Ha 20% Onacmuvlx Kiemok u 6onee (nopozogoe 3uaueuue). s
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Yumonaazmamuyeckux mapkepos (maxux, xax yumonaazmamuveckuii CD3, MPO, auzoyum,
s0epras TdT u Opyeue) ucnonvzytom b6oaee Huskuu nopoe — 10%.

HUDT c ucnonvszosanuem MHO20YEEMHOU NPOMOYHOU YUMOMEMPUU MOACEN NOGLICUNMD
moyHocmsb mopghonocuveckux ucciedosanuil OI1JI, Ho He A8emcs KNI0UegblM Memooom
ouaenocmuxu. Kax npasuno, PML/RARA-nonoscumenvHvie baacmuuvle Kiemku UmMerom
UMMYHOGEHOMUN, AHAN0SUYHbBLI HOpMAanbHbIM npomueroyumam (CD34—/+ cemepozennsiil,
CD117—/+ dim, HLADR—/+ dim, CD13+/++, CD11b—). Tem ne menee 6 omauuue om
HopManbHbix npomuenroyumos PML/RARA-nonosicumensvhvie npomuesoyumol UMerom KpaiHe
Huzkul ypoeeno CD15 (CD15—/+ dim emecmo CD15+++). Bracmuvle knemku npu
eunoepanyaapHou (eapuarnmuoii) popme OILI (M3V) uacmo xosxcnpeccupyiom T-nunetinvie
mapkepwi, maxue kax CD2, coemecmuo ¢ muenouonvimu mapkepamu, maxkumu kak CDI13 u

CD33.

Pexomenayercss BceM mamueHtam g0 Hayana JedeHuss OIUI  BeIMOMHUTH

UTOT€HETUUECKOE uccaenoBaHue (kapuortumn) acnupata KM, a takxke A moiaydyeHus

OBICTPOrO OTBETa O HATUYMU XUMEpHOTO reHa PML-RARA — omnpeneneHue SKCIPECCHH

PML-RARA (Koau4ecTBEHHOE), MOJICKYJISIPHO-TEHETUIECKOE MCCIICIOBAHUE MYyTaIluil B

reie PML-RARA wmetonom IIIP nns Bepudukammm awarHo3a W BBITIOJIHCHHS B

JaIbHEWUIIIEM MOHUTOPUHTa MUHUMAJIbHOU ocTtaTouHoi Oonesan (MOB) [22,23,47].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — S)

KommenTapumn: gce cnyyau OIL/I, yemanoenenno2o mopgonocuueckumu u yumoxumuyeckumu
Memooamu uccied08aHus, 00HCHbL Oblmb noomeepicoenvt memooom I[P uru FISH ¢ momenm
yemanognenus ouazrHo3a, max kax 6 5—10 % cnyuaes npu omcymcemeuu kraccuveckou t (15; 17)
obHapyxuBaetcs Tpanckpunt PML-RARA.

Jns ouaenocmuxu OIJI kpaiine HeobX00UMbIM A615emCcsl ObICMpPoe 2eHeMUYecKoe
noomeepicoenue ouaznosa. Ilockonvky sggexkmusnocmes mapeemuo2o jeuenus Ha 0OCHO8e
PEMUHOUOO08 U/UNU NPOUZBOOHBIX MBIUULAKA CMPO2O 3AGUCUM OM HAIUYUSL XUMEPHO20 2eHA
PML/RARA, eenemuueckue noomeepaicoeHue OuacHo3a A611emcs 0053amenbHblM 80 6CeX
cayuasx. B 1977 2. J.D. Rowley u coasm. 6vlio 00Ka3ano, 4mo npakmuiecKku 80 8cex Cyyasix
OILI obnapyscusaemces t (15, 17) (q22; q12-21) [8]. B pe3yrvmame 3moti mpancioxayuu 2em
npomuenoyumapnoeo netikoza (PML-een), pacnonoswcennsiii na xpomocome 15, nepenocumcs na
ONuUHHOe niaedo xpomocomsl 17 6 obracmo, 20e HAXOOUmMcs 2eH anbha-peyenmopa pemuHoesol
Kucnomol (3mMy mpaHcioKayuo OMHOCAM K 2pynne peyunpoKHulx, COANAHCUPOBAHHBLX, YMO

o3Hadaem, 4mo 2eHemuyecKutl mamepuail e ympaduueaemcs u nepedaemc;z c 00HOlU XPOMOCOMBbL
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Ha opyeyr. B pezynomame t (15, 17) nosensemcs 2 ciusnvix anomanvhvix eena. PML/RARo na
odepusame xpomocomol 15 u RARo/PML na oepusame xpomocomsi 17.

I'enemuueckoe noomeepoicoenue OuazHo3a OOJIHCHO BbINOTHAMBCA HA OIACMHBIX
knemxax, noayuenuwvix uz KM. Hoenmuguxayus OIl/I-cneyughuueckux eenemuueckux nojiomMox 6
O1ACMHBIX KIemKax ocywecmansemcs Ha yposue ananuza xpomocom, ITHK, PHK u xumeproeco
benKa ¢ UCnoab308aHuemM CMaHOApmMHO20 KapUomunuposanusl, (ayopecyeHmuou in situ
eubpuouzayuu (FISH), nonumepasno-yenrnoti peaxyuu ¢ oopamuot mpanckpunmasou (OT-ITL[P)
unu anmu-PML monoknounanvueix anmumen. CoomeemcmeeHHo, Kaxcowlii U3 Memooos umeem
ce0U npeuMyuecmea u HeOOCmamku.

Kapuomunuposanue na G-okpauwienuvix memagazax(cmanoapmuas yumozeenemura),
noxyueHHuIX Uz 0opasyoé KM, evinonnaemcsa oObluHbIMU MEMOOAMU HA NPAMOU 24- u 48-
yacosol kynemype. Hecmomps na evicoxyto cneyuguunocms, yumozenemudeckutl aHanu3
00po2, OMHUMAEm MHO20 8PEMEHU, HYHCOAemcs 8 Memapazax xopowe2o kaiecmea (nomepu 00
20 %) u no onpedenenuro He 8 coOcmosHuU 0OHapy’cums cayuau, koeoa PML/RARA sensemcs
Dpe3yIbmamom max Ha3vl8aemou KpUnmo2eHHoUu nepecmpouku (104CHO OMpuyamenbHblll
pe3yiemam). Imom memoo no3eo.isen 0OHAPYHCUBANMb OONOIHUMENbHbIE XPOMOCOMHbIE
nepecmpouKU, HO OHU He UMEION CYWeCmE8eHH020 NpocHocmudecko2o sHavenus npu OIL/L
Llumoeenemuueckuii ananuz modxcem 6vims nonezen 6 mex cayyaax OIJI, koeda cunmes
xumeproezo 6enka PML/RARA ne ocywecmensemca. Cmanoapmuas yumoz2eHemuxa maxice
Modicem cnocobcmeosams 8viseeHuto peokux sapuanmos OILJI ¢ mom uucae ct (11, 17) (q23;
q21), t (11, 17) (q13; q21) ut (5; 17) (q35; q21), npusooswux k cunmesy XumMepHbiX NPOOYKMO8
ZBTB16-RARA, NuMA RARA u NPM1-RARA coomgemcmeenHo, a makaice Opyeum, ONUCAHHbIM
coscem HeOasHo.

FISH-ananuz na PML/RARo. 8binonnsemcs ¢ ucnonib308anuem ¢hiyopecyeHmubix 30H008.
Xoms 6 nekomopuwix cayuasx oopasyst IIK npueoonwl 0ns ucciedosanus (6 wacmuocmu, Koeoa Ha
MOMEHM YCMAHO8AeHUs OUASHO3a umeemcs aunepaeuxoyumos), FISH-ananuz ayuwe evinoanamo
Ha obpazyax KM. Dmom memoo svicokocneyughuyen, obiadaem 00cmamoyHou
YYBCMBUMETbHOCMbIO, HAMHO20 Oeulesiie U MeHee mpy0oemMoK, YeM KapuomunuposaHue.
Oonaxko FISH ne oaem Hukaxot ungopmayuu 0o uzoghopme xumepHoeco mpaHcKkpunma
PML/RARA, xomopuiii Heobxo0um 015 ocyujecmeienis MoaeKyasapHo2o monumopunea MOP.
Tem ne menee FISH mooicem 6vimob nonezen 8 ouacnocmuke npeononazaemvix caydaes OII, npu
Komopulx He gvlsasnsemcs xumepuvii mpanckpunm PML-RARA. Tak, FISH-uccnedosanue
Modicem uLABUMb Peapanicuposky ceHa RARA, komopulili Mmodxcem Obims napmuepom 0py202o —

He PML-eena.
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OT-I11]P-ananuz PML-RARA nposoosim na PHK, évioenennou uz kiemox KM, xoms
XUMEPHBIU MPAHCKPUnNM, Kax npaeuio, a1eeko onpeoensemcs u 6 11K daoice 6 cayuasx ¢
netxonenuen. OT-ITL[P-ananu3z 0ns gviasnenus: xumepnozo npooykma PML-RARA 6vin cozoan u
CMaHOapmu308aH 8 pamrkax mexcoynapoonou koonepayuu. OT-IIL]P senisnemcs «3010muim
cmanoapmom» 0 noomeepaicoenus ouacnoza OIJI. Basxcno, umo nomumo 8vicokou
cneyugduUHOCmU U 4Y8CMBUMENLHOCU OH onpedeiaem pacnonodxceHue mouku paspviea PML,
YCMAaHa8IUu8as mem camvim mapkep 0aa cieodyroujeco monumopunea MOB. Oouaxo manoe
koauuecmso PHK (u, kak credcmesue, 100#CHOOMPpUYamenvbHulll pe3yibmam,),
KOHmamunayus/apmeghaxmol (T0HCHONOJIOHNCUMENbHBIL Pe3yTbmant), a maKice OMmHOCUMENbHO
ONUMenbHbILL NepUo0d NOO20MOBKYU Npod (0Ko10 2 OHell) ABIAIOMCA OCHOSHLIMU HeOOCAMKAMU
amoeo memooa. Kpome moeo, ouenv sirenramenbHo, 4moodbl 0emeKyuio XumepHoix
MPAHCKPUNINOE U MOHUMOPUH2 00pa3y08 NPo8ooUNU 8 pedepeHc-1ab60pamopusix ¢ XoOpouio
00YUeHHbIM NepCOHANOM U DONLULUM ONbIMOM. B kiunukax, 8 komopulx Hem 603MoMCHOCMU
BbLINOTHUMb YUMOSEHeMUYeCKoe UCCTIe008aHUe, OUACHO3 O0JIHCEH OblMb NOOMEEPHCOEH 8
peghepenc-nabopamopuu. Obpasyvt KM unu 1K 0onsicHbl Obims 0ocmasieHuvl 8 1a00pamopuio
00 Hauana mepanuu.

Onpeodenenue monexyasaproeo eapuawma OIIJI (PML-RARA, ZBTB16-RARA, NuMA-
RARA, NPM-RARA, STAT5B-RARA .u 0p.) modxcem noockazamo, 4y8CmeumebHul i ONyxXojiegvle
xknemxu k gozoeticmeuto ATRA** u mvuuvsaxa. Bapuaumer OILJI ¢ ZBTB16-RARA-onkozenom u
STAT5B-RARA nnoxo omseuarom Ha mepanuto pemuHoOUOAMU U MbIUBIAKOM.

Pexomenayercst BceM MaryieHTaM, OJyYaroMM TEPaHio 10 MOBOY BepUUIIUPOBAHHOTO
OIJI, npoBOaUTH IIUTOJIOTHYECKOE UcchenoBanue Ma3koB KM (MuenorpamMmma) u onpeeiaeHue
MUHUMAIBHON ocTtaTouHoi 6one3an (MOB) ¢ moMOIIBI0 MONIEKYIISIPHO-TEHETHUECKOTO
WCCJICI0OBAHMS TIPH MIOMOIIM MaIeHT — crienuuanbix npaiMepoB (A27.05.001) mocne kypca
KOHCOJIUAAIMY PEMHUCCHHU U 3aBEPIICHUs Bcel MporpaMMbl Tepanuu. MoJiekyispHas peMuccus
B KM nomxkHa OBITH OIICHEHA 10 3aBEPIICHIUH KOHCOIUIAIMS C ToMoIbio aHamm3a RT-TIIP
(TITLIP c obpaTHOi TpaHckpunuuent) uin konuyectsenHoi RQ-ITLP (B peansHOM BpemeHn),
00ecTeunBaroIINX YyBCTBUTEIEHOCT He MeHee 1 u3 10% [48 — 52].

YpoBenb  yOeauTelbHOCTH  pekoMeHgamuii B (ypoBeHb  J10CTOBEpPHOCTH
JI0KA3aTeJIbCTB — 3)

Kommenrtapun: [lockonvky 6 Hacmoswee NoIHAs pemMuccusi 6pems O00Cmucaemcs
npakmuiecku y ecex nayuenmos ¢ cenemuvecku ooxkazaunvimu PML/RARA OIJI kax na mepanuu
ATRA nnroc xumuomepanus unu ATPA natoc ATO. Dmom ¢hakm credyem yuumvigamov npu
npogedenuu 1-oti konmponvrou nyukyuu KM, xomopyio ciedyem vinonnsamo e paree 30-20 Ous

nocne sagepuienus kypca XT. bonee pannuti ananuz nynkmama KM moowcem npusecmu k
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JIOJHCHOMY NOOCYEmy NPOYEeHma OIACMHBIX KIemoK — Npoooadcarowux ouggepenyuposamocs
ONYX0Ne8ubIX Kiemok, komopwie uepes 7—10 oneii nonnocmoio ucuesnym uz KM. Taxum obpazom,
nepsas KoHmpovuas nyukyus KM ocywecmensiemcs 6 cpeonem na 30-1i Oens (unozoa na 40 — 50
OHU) UHOVKYUU PeMUCCUU UTU NPU OKOHUAMENbHOM 6occmanosnieHuu nokasameneu IIK. Oma
omcpoueHnas ouggepeHyuposra OIACMHBIX KIEMOK MONMCEnm NPU8eCcmu K JI0HCHO-NOZUMUBHOU
MOEB, onpedensemotl nobvimu cenemuyeckumu memooamu. Taxum oopazom oyenka MOB nocne
UHOYKYUU COMHUMENbHA, 34 UCKTIOYEHUEM UCCIe008aMENbCKUX Yellell.

B omnuuue om omcymcmeus rkaunuueckou yennocmu MOB, evinoanennou 6 KoHye
UHOYKYuu, Monexynsapusiti anaius KM, npouzeedenusiii nocie 3a8epuieHus KOHCOIUOAYUU UMeem
pewaroujee 3uauenue O onpeoeneHuss pucka peyuouea [48,49], npuuem npu Odemexyuu
nozumuenot ~ MObB  (npeonoumumenvho  memodom  II[[P)  Heobxooumo  nposecmu
noomeepoicoarowutl (nosmopuiil ) mecm MOB 6 KM uepe3 2 nedenu, mak kak panHee usmeHeHue
mepanuu  MOB-no3umusHvlx nayueHmos umeem JAy4WUL  pe3yibmam, ueMm JedeHue
noaHomacuimabnozo peyuousa. Monumopune MOB Oondxcen npogooumcsi 8 pPYMUHHOU

KIUHUYECKOl npakmuke 015 6cex nayueHmaoe.

He pexoMeHayeTcsi pyTHHHOE MOJIEKYJIIPHO-TEHETHYECKOE UCCIIEIOBAHNE MyTaluuu reHa FLT3
(fms-nogoOHast THpO3UH-KKUHA3a-3) B KpoBU Wi KM BceM maryieHTam ¢ BIiepBbIe
nuarHoctupoBanubiM OIJT [23,39,53].

YpoBenb yoeauTeabHOCTH pekoMeHaaluu — C (YypoBeHb 10CTOBEPHOCTH
JI0Ka3aTeJIbCTB —5)

KommenTapuu: vymayuu 6 eene, kooupyrowem FMS-nodobnyo mupozunxkunazy-3
(FLT3), npu OIIJI nabriodaiomes wawe, uem npu opyeux OIIJI —y 30—-40 % nayuenmos.
Oonaxko, xoms FLT3-wymayuu accoyuuposanvl ¢ 6onee 8biCOKUM YUCTOM JEUKOYUMOB 8
momenm ouaznocmuxu OJI, oHu He A61AIOMCA KAKUM-TUOO NPOSHOCMUYECKUM (DAKMOPOM U He
0Ka3b18al0OM GIUAHUE HA 8bIO0D MeEPaANnesmuiecKol MakmuKy 6 1edeHul 6nepavle

ouaenocmupogarnnozo OIJI uneubumopvl mupo3uHKUHA3 He UCHONb3YIOMCS

PexoMeHayeTcsl BceM MaIMeHTaM BBICOKOW TPYIIITBI PUCKA BBITIOJIHUTH JUATHOCTUYECKYIO

CIIMHHOMO3TOBYIO MYHKIUIO C OOIMUM (KIMHHUYECKAM) aHaIu30M CIIMHHOMO3TOBOM

JKUJKOCTH C LENbI0 JUArHOCTUKH Helposneiikemun [32,39,25].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5).

Kommenrtapuu: npu OIlJI 6 yenom unuyuanvnoe 6oeneuenue L[HC ecmpeuaemcs

00Cmamo4Ho peoko, O0OHAKO 6 clyuae 603HUKHoGenus peyuousa OIIJI okono 10 %
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2emMamoioculeckux peyuousos npomexarom c eosnevenuem L[HC [4]. Bcieocmeue moeo, umo
oonvwuncmeo L[HC-peyuousos oznuxaem y OONbHbIX C USHAUATLHBIM SUNEPILEUKOYUNO30M,
npogunaxmuka Heupopeyuousos 6 6ude UHMPAMeEKaIbHO20 B68e0eHUs XUMUONPENnapamos
NPOBOOUMCS MOILKO NAYUEHINAM 8bICOKOU 2PYNNbL PUCKA U MeM, Y K020 8 0ebrome 3a00/1e8aHus
ovi10 kposouznuanue 6 LIHC, ons komopwvix puck [{HC-peyuousoé cyujecmseenno y8eauuusaenmcsL.
Ilepasyio nrombanvHyr0 NYHKYuio ciedyem OmioHCcums 00 HOPMAIU3ayuUu nokasamenel 2emocmasa

Kenamenvno noodepacusames yucio mpomoOoOyumos 6 Kposu nepeo BbiNOJHEeHUeM
cnunHomo320601 nynkyuu 50x10°/n u evwe. Ecnu yposerns mpomboyumos ne yoaemcs nosbiCUumb
00 30x10°/n u viute, npu omcymcmeuu KiuHuueckux npusHaxos nopascenus L{HC, om nyuxyuu

MODICHO 6030epaicambcsl 00 NOBblUeHIs MPOMOOYUMos 6 2emozpamme evie 30x10°/1.

Pexomennyercs Bcem naruentam BoiaessTh nepsuunyto JJHK wnu PHK u3 knetok koctHOTO
MO3Ta U COXPaHATh €¢ B OMo0aHKe TM00 HAMpaBIIATh MaTepHall HA XpaHEeHHE B 1abopaTopuun
dbenepanbHBIX MEIUIMHCKUX OPTaHHU3AIMKA 1711 BOZMOXKHOCTH TOCJIEAYIOIIETO BBIMOJHEHUS
MOJIEKYJISIPHBIX uccienoBanuii [32,39,44].
YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB — S)
KomMmeHTapum: coxpanenue nepguyHo2o 610102u4eckoco Mamepuania ocyujecmeaiaemcs
6 euoe JIHK u/unu PHK, 8vi0enenHbix U3 KOCHHOMO3208bIX KIEMOK Ul 3AMOPOHCEHHBIX KIEMOK.
Mamepuan moocem 6 nociedyrouwem nOHA00OUMbC On NPOBEOeHUs  MOJEKYIAPHLIX
uccne0osanul, NO3BOIAIOWUX ONpedelums Spynnsl Puckd, d maxxice 8 pPaMKax KIUHUYECKUX

uccneoosanuti (KH).

2.4 UHCTPpYMEHTAJbHBIE JIUATHOCTHYECKHE MCCIEe0BAHMS

Pexomennayercst Bcem nanreHTam ¢ OIJI no Havana cnenuduueckoii Tepanuu, a TAakKe B
XO0JIe JICYCHMsSI C YacCTOTOM HE peXe OMHOrO0 paza B MECAI, OMHUPAsICh Ha HaJIUYHE
COIlyTCTBYIOIIEH IATOJOTMM M TEKYIIYI0 KIMHHYECKYI0 CHUTYallHI0, a TaKXKe IpHU
HEOOXOMMOCTH B JI000I MOMEHT B TEUCHHE BCETO IMEpPHOAa JICUCHHs, PerucTpaius,
pacudpoBKa, ONMMCAHUE M WHTEPHPETAIHs AJIEKTPOKapauorpaguuecKux TaHHBIX IS
BBISIBIICHUS W/WJIM MOHHTOPHHTA HApYIICHUH MPOBOJUMOCTH HUMITYJIBCOB B CEpPIACYHOU
Meite [29,32,54].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)
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Pexomenayercst Bcem nanueHTam ¢ OIJI no Havana cnenuduueckoii Tepanuu, a TAakKe B
XO0J/I€ JICYECHUsS] C YaCTOTOM HE pexXe OAHOr0 pa3a B MECsl, OMHUPAsICh Ha HaIUYHE
COMYTCTBYIOIIEH MATOJOTMM M TEKYIIYIO KIMHUYECKYI0 CHUTYalll0, a TakKXKe Mpu
HEOOXOIUMOCTH B J1I000I1 MOMEHT B TE€YEHHE BCEro Mepuoja JICUYEHHS, BBITOJHEHUE
sxoKapauorpaguu Ay OUEHKH (PYHKIHMOHAJIBHOTO COCTOSIHUSI CEPACYHOM MBIIIIIBI,
YUUTBIBasi KApAUOTOKCUYHOCTD Npenapatos [29,32,54].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

Pexomennyercst Bcem nanueHTam ¢ OIJI mo Havana cnenuduueckoii Tepanuu, a TAakKe B

XO0/I€ JIEYEHUs, ONUpasCh Ha HAJUYHE COIMYTCTBYIOLIEH MAaTOJIOTUU U TEKYILYIO

KJIIMHUYECKYIO CUTYAIlUIO, HO HE PEXEe, YEM C OJHOTO pa3a KaxKJbple TPU Mecsla, a TaKKe

pu He0OXOIUMOCTH B JIF000I1 MOMEHT B T€UEHHUE BCEro Mepuo/ia JICUYEHHS BBITOJHEHUE

koMribtoTepHOM ToMorpadguu (KT) rosoBHOro Mosra 6e3 KOHTpacTa JjIsl BBISIBICHHS W/ WA

MOHUTOPHMHIa U3MEHEHUH B CTPYKTYpax rOJIOBHOro Mo3ra. IIpu Hanmmuuu HelposiekeMun

BbITIOJIHEHHE MPT rojloBHOTO ¥ CHMHHOTO MO3Ta ¢ KOHTPACTUPOBAaHUEM (BHYTPUBEHHBIM),

JUIsL OIICHKM BEIIECTBAa TOJOBHOTO MO3Ta M 00OJIOYEK TOJOBHOIO M CIIMHHOTO MO3ra

[7,23,24,39,55-57].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenrtapuu: KT 2onosnoco mozea npu OILJl nado ewvinonnams écem nayueHmam 6
nepsvie OHU OUACHOCMUKU, MAK KAK MO2ym Oblmb OeccuMnmoMmHbvle UHMPAKPAHUANbHbIE
Kkposousnusanus. Ilpu nosaenenuu 20106HbIX O0A€l, MEHUHSUSMA, COHIUBOCTNU, 3A2PYICEHHOCMU HA
@one mepanuu pemunouoamu KT 20108H020 Mo32a Gvinonmsemcs obaAzamenvHo, a

CNUHHOMO320645 NYRKYUA 6bINOJIHAEMC A nocje KT (€CJZM no3eoJjisient Koaudecmeo mpOM6OL;uI’I’l06).

Pexomennyercst Bcem nanueHTam ¢ OIJI mo Havana cnenuduueckoii Tepanuu, a TAkKe B
XO0/I€ JIEYEHUs, ONUpPasCh HA HAJUYHE COIMYTCTBYIOLIEH MATOJIOTMU U TEKYIIYIO
KJIIMHUYECKYIO CUTYaIMIO, HO HE PEXE, YEM C OJHOTO pa3a KaxKJbple TPU Mecsla, a TaKkKe
pu He0OXOIUMOCTHU B JIF000I1 MOMEHT B T€UEHHE BCEro Mepuo/ia JICUCHHS BBITOJHEHUE
MPUIEIBLHON peHTreHorpaduu opraHoB rpynHod ketku w/miu KT opraHoB rpymHOi
MOJIOCTH JUIsI BBISIBJICHUS] K3MEHEHH JIETOUHOM TKaHU U OpraHoB cpepoctenus [32,39,55-
57].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)
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Pexomenayercst Bcem marnueHTam ¢ OIJI Ha mro0oM sTarne BeleHUs ¢ T0I03PEHUEM Ha
HaIM4Yue dKcTpameny uisipHbpix odaroB BeimonHeHue KT (KommbroTephas Tomorpadus
msarkux TkaHed, A06.01.001) wu/munm MarHuTHO-pe3oHaHcHo Tomorpaduu (MPT)
(MarunutHO-pe3oHaHCHasi ToMmorpadust msarkux Tkane, A05.01.002) ¢ koHTpacToM
COOTBETCTBYIOILIETO PErruoHaUIs YTOYHEHHUS PaclpOCTPAaHEHHOCTH 3a00JIeBaHUS WIIU
JUArHOCTHKY 3KCTpaMeqyJuIIpHOro peuuausa [39,55-57].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

Pexomennyercst Bcem nanreHTam ¢ OIJI no Havana cnenuduueckoii Tepanuu, a TAkKe B
XO0/I€ JIEYEHUs, ONUpasCh Ha HAJUYHE COIMYTCTBYIOLIEH MAaTOJIOTUU U TEKYILYIO
KJIIMHUYECKYIO CUTYAIlUIO, HO HE PEXEe, YEM C OJHOTO pa3a KaxKJbple TPU Mecsla, a TaKKe
npu HEoOXOOUMOCTH B JIOOOW MOMEHT B TEUYEHHE BCEro Mepuoja JIeUEHUs, s
ompezeneHuss o0beMa OIMYXOJeBOW Macchl M JUArHOCTUKM M MOHMTOPHHIA
COMYTCTBYIOIIEH TMATOJIOTMU BBIOJTHEHUE YIBTPa3BYKOBOro wuccienoBanus (Y3U)
OpPraHOB OpIOMIHON TMOJIOCTH (KOMIUIEKCHOTO) C OTpEICIICHHEM pa3MepOB IECUCHH,
CEJIE3eHKH U BHYTPHUOPIOUIHBIX JTUM(PATUUECKUX Y3JI0B, a TAaKXKE OLIEHKA COCTOSHHS
OpraHoB OPIOITHOM IMOJIOCTH U BBITIOTHEHUE TpaHcadgoMuHaIbHOTO Y3 opranoB maioro
Taza y geBouek u Y3 opranos momonku (sinuek) (A04.28.003) y manbuukoB [39,55].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)

2.5 Uuble AHATHOCTHYECKHE HCCIe10BAHUS

Pexomenayercsi man@eHTaM C TOJO3PEHHEM Ha JKCTpamenysuispHbie odaru OITJI
BBHITIOJTHEHHE OHOICHM BOBJICYCHHOT'O OpraHa/TKaHM B 00beMe, HEOOXOAUMOM s
BBITIOJTHCHHS  T1ATOJIOT0-aHATOMUYECKOTO HCCJICIOBAaHUN OHONCHHHOTO Marepuaia C
NPUMCHCHHEM HWMMYHOTHCTOXMMHYECKUX METOJOB M MOJICKY/ISIPHO-OHOIOTMYSCKUX
uccnenoBanui [58].

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)

Pexomenayercs Bcem mamueHtam ¢ OIUJI, KoTopble MOTEHIHAIBHO MOTYT
paccMaTpuBaThCcsl Kak KaHAMAATBl HA BBINOJHEHWE TpaHcianTanuu amio-TI'CK
(OTCYTCTBI/IC MOJIGKyJISIpHOfI PEMUCCHHU TTOCJIC ITPOBCACHU A MHAYKIIUNU PCMUCCUHN U LTUKJIOB
koHconmumanuu, BapuaHTel OITJI ¢ ZBTB16-RARA u STAT5B-RARA, peumaus OILI), a

TaK)Ke UX CHOJMHIam MOJICKYJISIPHO-TCHETUYCCKOC UCCIICA0BAHNEC TUCTOCOBMCCTUMOCTHU
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(HLA BbICO9KOTO pa3pemieHus TPH TOMOIIM CEKBEHHPOBAaHMS) M IMOJ00pa
HEPOJICTBEHHOI'0 JJOHOpa KOCTHOTO MO3Ta C IIeJIbI0 MOMCKAa MOTEHLUUAIBHOTO JOHOpa C
KOHCYJII:TaL[I/ICI\/’I B TPAHCINIAHTAITUOHHOM LHCHTPC C eJIbIO OIPCACIICHUA
11eJIeCO00Pa3HOCTH ¥ BO3MOKHOCTH BhITTOTHeHUs ayuto-TT'CK [33,39,44].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)

PexoMeHayeTcsl IpU HAJIMYUU [TOKA3aHUN U ONPEICIICHUs COIYTCTBYIOLIEH MAaTOJIOTUU
npueMbl (OCMOTpPBI, KOHCYJIBTAIIMKM) Bpada-HEBPOJIOra, Bpada-opTaibMOJIOTa, Bpada-
OTOPHHOJIAPUHTOJIOTAa U JIPYTUX Bpadyei-CleragiucTOB, BCEM JIeBOUKaM crapiie 14 met-
npueM (0CMOTp, KOHCYJIbTaIlMs) Bpaya-aKyliepa-ruaexosora [39].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)
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3. JleyeHne, BKJIOYAsA MEIMKAMEHTO3HYI) M HeMeIUKAMEHTO3HYI0 TepaIum,
AMETOTEPAINUIO, 00e300,1MBaHME, MeIUIMHCKHEe MOKA3aAHUSA "

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METO/I0B JICHCHHUSA

Ha3nauenne n npuMeHEHHE JIEKapCTBEHHBIX MPENapaToB, YKa3aHHBIX B KIMHUYECKOMN
PEKOMEHJALMY, HAaINpaBlICHO Ha obOecrnedeHue TMalueHTa KIMHUYeCKH J(PQEKTUBHOH U
0e301acHOi MEIUITMHCKON MTOMOIIIBIO, B CBSI3H C U€M X Ha3HAYEHUE U IPUMEHEHNE B KOHKPETHOM
KJIIMHUYECKOW CUTYallMM OIpPEAENsAeTCs B COOTBETCTBUM C HHCTPYKUUAMH 10 HPUMEHEHHUIO
KOHKPETHBIX JIEKAPCTBEHHBIX MPENapaToB C peain3aluel MPeACTaBICHHBIX B MHCTPYKLIIMH MEP
IIPEIOCTOPOKHOCTU IIPU UX PUMEHEHUH, TAK)KE BO3MO)KHA KOPPEKIHS 103 C YIYETOM COCTOSTHUS
HanyeHTa.
3.1. OcHoBHbIe npuHIUNBI JedeHus OILJI

OcTpbIil TPOMUETONUTAPHBIN JIEUKO3 Y IETEH ABISETCSA PEAKUM U MTOTEHIHAIBHO
U3JIeYUMBIM 3a00JIeBaHEM Ha COBPEMEHHOM 3Tarle, Oarofapsi Tepanuu, OCHOBaHHON Ha
IPUMEHEHNUHU TapreTHBIX MIPENapaToB ¥ MUHUMHU3ALUN BO3AEHCTBUSA XuMuoTepanui. OCHOBHOM
npuarHOU Heyaad npu OIJI sBastoTcs daTanbHbIe TeMOPPAaruiyecKue OCIOKHEHUS B 1e0I0Te
3a00J1eBaHUsI 1 BO3MO>KHbIE HH(EKITMOHHBIC OCIIOKHEHUS, pa3BUBAIOIINECs Ha (hoHE
MHAYLIUPOBaHHOM amazuu. C yueToM peIKOCTH JAaHHOM MaToNIO0ruy Tepanus nauueHTos ¢ OI1JI
JIOJIKHA TTPOBOJUTCS B CIIELIMATIN3UPOBAHHBIX KIIMHUKAX C METOINYECKUM PYKOBOJICTBOM

(denepanbHBIX LEHTPOB.

Pexomenayercst s ylIydllleHUS BBDKMBAEMOCTH UM CHUKEHHMSI YacTOThl M TSKECTH
OCJIOKHEHUH BCEM IMalMEeHTaM C BIiepBble BbIsiBIeHHBIM O] npu Hanuunyu BO3MOXKHOCTH -
y4acTHe B KJIMHUYECKUX UccienoBanusax [59,173].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).

KommenTapuu: 6 nacmoswee spems cywecmeyiom 2 nooxooa k mepanuu OIL/I y oemeii:
nepeviii - Ha ocnoge ATRA™+ xumuomepanus u eémopoii — na ocnose ATRA™ "+ mpuokcuo
motubsaxa [9,60].

Pexomenayercs maneHTaM Mpy BO3HUKHOBEHUH noAo3peHuid Ha OIJI knmuHnveckyro
CUTYaIMIO U JTI0ObIE IeUCTBUS B OTHOIICHUHU MAllMEHTa PAaCLiCHUBATh KaK HEOTJIOKHBIE U
HE3aMEeJIMTENbHBIE, B TOM YHUCIIE IO TEHETUYECKOT0 MOATBEPKICHHS IMarH03a HAYNHATh
COTPOBOIUTENBHYIO TEPAINI0, HATIPABICHHYIO Ha KOPPEKIIMIO TeMOCTa3a, U CHEIUPUIESCKYIO
tepanuto ATRA** (cMm. pazaen 3.2. «IlepBudHbIe 1eHCTBUSI IO MTPOBEACHUIO COMPOBOIUTETHHOM
Tepanuu npu nogo3penuu Ha auarno3 OILJI» u pasmen 3.3.3. «JleueHne KoaryionaTum»)

[22,23,33,39,47,185].
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YpoBeHb yOeAUTEIbHOCTH peKoMeHAauu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIHLCTB —
3)

KommenTapum: xoms cywecmeyem ooOuuti KOHCEHCYC 8 OMHOUEHUU HeOOX0OUMOCU
MONEKYNAPHO-2eHemuuecko2o noomeepicoenuss ouasrnoza OII, ougpepenyupyrowasn
(mapzemnas) u cCOnPoOBOOUMeNbHASL MEPAnUs OONHCHbL ObIMb HAYAMbI 00 NOJYYEeHUs
pe3yrbmamos eeHemudeckux mecmos. Heobxooumo yuumeieams a06wie nooospenus na OIJI:
Hanudue y NayueHma majceiol Koazyionamuu, 2emMoppasuiecko20 CUHOpomd, 1etiKonenuu,
XapakxmepHou MOp@hoI02UeCcKOll KapmuHvl O1ACMHBIX KiemokK. Bo écex makux ciyuasx ciedyem
Hauunamo mepanuto ATRA** nemeodnrenno u npododicams ee 00 MOMEHMA NOOMBEPHCOEHUS
OUACHO3A UTU €20 ONPOBEPIHCEHUSL HA OCHOBE 2eHEeMUUECKO20 UCCIeO08AHUSL.

Pexomenayercs nmarnpenTam ¢ BepudunupoBanubiM Ol nHAYKIIMOHHAS Tepanus,
BKJTFOYaromias couerannoe npumenenne ATRA** u antpanuknunos (ATX: LO1DB
AHTPALMKIIMHBI U POJCTBCHHBIE COSAMHECHHSI) C UTapabuHOM™** mim 0e3 Hero (CTaHAapTHBIN
nonxon) muoo ATRA** u ATO** (anprepHaTuBHBINM oaxon) [22,23,39].

YpoBenb yoenurTeabHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB —
5)

KoMMeHTapum: 6cem nayueHmam He3asucumo om UHUYUAIbHO2O0 Jetikoyumo3a kypc XT
0oJ19icer Oblmb Hawam e no3ouee 3-20 OHs om nayana aevenusi ATRA**. [layuenmam ¢ wuciom
qeuxoyumog >10 % 109/1 Kypc npomusoonyxonesvimMu npenapamamit Ha4uHam
oonomomenmuo ¢ ATRA**. Onmumanvnvim onem nauana kypca X1 0nsa nayuenmos ¢ uuciom
netxoyumog <10 x 109/n moscem cuumamucs 2-ii denv om Hauana npuema ATRA**, nockonvky
K 9MOMY 8pemeHuU Yoice 00xceH Obimb noomeepicoer ouacnos OIJI u éeposmuocmy pazeumus

PaHHe20 pemuHoUuOH020 CUHOPOMA KpaliHe Maad.

3.2. IlepBu4HbBIe 1eCTBUSA 110 MPOBEJCHHUIO CONPOBOANTEIbHOI TePANIUHU NPH NOJ03PEHUH
Ha quaruo3 OILJI

ConpoBoaurtenbHas Tepanus, HANPaBJIEHHAsd HA KOPPEKIHIO reMocTasa

Brympumoszoevle Kposousnuanus, 1e2ounsie u opyaue KpogomeueHus A6AAI0Mmcs YacmolMu
arcusneyzpodrcarouumu ocrodxcnerusmu OIL/I ecnedcmeue 2pybbix KOAYIAYUOHHBIX HAPYUIEHUT.
Omu ocnodicHenus He MOIbKO CIAHOBAMCA Haubolee Yacmou NPUYUHOL CMePmU Ha PaAHHUX
amanax UHOYKYUOHHOU Mepanuu, Ho HepeoKo pazeuearomcs 00 ycmanoenenus ouaznoza OIJI u

Hayana mepanuu [61-64].
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Pexomenayercst BceM malMeHTaM HA4yajao COMPOBOAUTENBHOM TEpaNy, HAMPABICHHOM
Ha KOPPEKIUIO KOaryJIonaTHH, HAYNHATh HEMEUICHHO TPU MUHUMAaIbHOM moo3pennn Ha OTLJT
[33,63,65,66,185].

YpoBeHb yOeauTeJIbHOCTH peKOMeHIaluu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB —
3)

KomMmeHTapum: mepanus 0onxcHa ekuouams ceexcezamopodxcennyio naasmy (C3I1),
KPUORpeYUnumam u/uiu KOHyeumpam uopunozeH, mpanc@yzuro mpomooKoHYeHmpamos 0Jisl
noooepaicanus ypoeHs KoHyeumpayuu puopurocena >1,0—1,5 e/n u koruvecmea mpomooyumos
>50 x 109/n. Iloooepoicusamo konuwecmeo mpomoboyumos sviwie 100,000/uL ona nayuenmos ¢
kposousnuanuem 6 LIHC (0o cmadbunuzayuu cocmosHus, HopmMatu3ayuu Koa2ylonamuy u
MUHUMYM 7 OHell om OuazH03a KpOo8omeueHUs).

Monumopune smux nokazamerneti (JJabopaTopHBI KOHTPOJIb 32 JICUEHUEM CHHIpPOMA
JTMCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOTO cBepThiBaHUs KpoBu, B03.005.002) dororcen
8LINOIHAMbCS NO Kpatineli mepe 1 paz 6 Oens (npu Heobxooumocmu — wawe). Taxas mepanus
O0JIHCHA NPOOOIHCAMBCA 8 MeYeHUe 8Ce20 Nepuooa UHOYKYUOHHOU mepanuu 00 UCUe3HOBEHUS
8cex KIUHUYeCKUX U 1a60pamopHulx npusHaxos koazyronamuu. Credyem oopawams 6HUMAHUe
Ha hakxmopwl, nOGbLIUAIOWUE PUCK PA3ZBUMUSL hAMATLHBIX KPOBOUSNUAHULL U KPOBOMEUeHULL.
Omu ghaxmopul credyiowue: yoce cocmonsuieecs Ui aKMugHoe KpogomeueHue,
eunogubpunocenemus (<1,0 /1), nosviuieHue yposus npoodykmos dezpadayuu puopuna unu D-
OUMEPOB 8 COUCMAHUU C Y8eaUdeHUeM NPOMPOMOUHOBO20 8PEMEHU UTU AKMUBUPOBAHHO20
YACMUYHO20 MPOMOONIACTNIUHOB020 BPEMEHU, d MAKICe 2UNEPAEUKOYUMO3, HAludue O1acmHbIX
xknemok 8 I1K, evicokuil yposervb Kpeamunuua, nioxou com amuvecxkuti cmamyc. Cnedyem
uzbezamv Kamemepuzayuu YeHmpaibHblX 6eH, CAUHHOMO3208bIX NYHKYUL U OpY2UX UHBAZUBHBIX
npoyeodyp (Hanpumep, OPOHXOCKONUU) nNeped HAYAIOM Mepanuu U 8 NepuoOd UHOYKYUU PEMUCCUU
8 C6513U C BbICOKUM PUCKOM 2eMOPPASULECKUX OCTIOHCHEHUII.

Kamemepuszayus nooknouuunoil u opyeux yeumpanvHuolx gen (A11.12.001) oonxcua
BbINOTHAMBCA ONBIMHBIMU BPAYAMU TNOJILKO NOCTIe KOPPEKYUU KOALYIAYUOHHBIX HAPYUEHU.
Kpome moeo, npoxoazynayuonnwviti cmamyc npu OILJI modxcem ne moabko npugooums K
VBEMUYEHUIO PUCKA 2eMOPPASUYECKUX OCLONCHEHUT, HO U YBeIUYUBAMb PUCK MPOMOO308.
Ipeumywecmeo om ucnonb308aHuUs 2enapuna Hampus™*, mpanekcamogou Kuciomol **,
AMUHOKANPOHOBOU KUCIOMbL **, Opyeux aHmukoazyisiHmos uiu uHeubumopos ¢pubpunonusa
CHOPHO U He OOKA3AHO, U SMU NPEenapamsl He OO0JIHCHbL UCHONIb308AMbCS BHE KIUHUYECKUX

ucnoimanutl. Ecms maxoice COO6I/L;€HM}Z O CIIYHYAaAX UCnojivb3o6arnus 3MNTaKOTra am,(ba

(axTHBUpOBaHHOTO)** (hakTop cBepThiBaHus kpoBH VIla) (ATX - B02BDO08) g ciyuae

MAHCEN020, HCUSHEY2PodHcatoue2o KpogomeyeHus [67,68].
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3.3. JleueHne NAIMEHTOB C BIIEPBbI€ YCTAHOBJEHHBLIM auaruo3om OILJI

B mnacrosmee Bpemsa cymectByer 2 moaxona kK jedenuto OIJL: «ctanmapTHbIi» -
BKJIFOYAIONTUH OJHBpeMEHHOe TmpuMeHenne muddepenmupymero mnedeHus (ATRA**) u
IIUTOCTATHYECKOTO BO3CHCTBUS, BKiIIOYaromniero antpanukiauael (ATX: LO1DB aaTpanukivHb
U POJICTBCHHBIC COCIMHEHUs) W HHUTapabuHa*™* M «aJIbTepHATHBHBIN» MOAXOJ, BKIIOYAIOIIHIA
TonbKO KoMOuHanuoo ATRA** u tpuokcuna mpimbsika (ATO) ans neyeHus MaueHToB TPYIIbI
HU3KOTO PUCKa U J00aBIeHNEM K 3TOM KOMOMHAIIMY aHTPALMKIMHOB B MHIYKIIMH PEMUCCUH IS
MAIMEHTOB IPYMIIbl BICOKOTO PHUCKA.

3.3.1. Cnenuduueckas tepanus OILJI y 1eTeii ¢ 0IHOBPEMEHHBIM NPUMEHEHHEM

ATRA™+ XT («CTaHAAPTHBI» MOIX01)

Pexomenayercs BceMm nanueHTaM ¢ Brepsbie BolsiBIIeHHBIM OILJI npoBenenue kypca
WHAYKIHUH C TIOCTIEAYIONIeH KOHCOMHUIAIUEH; IJIsl TAIIMEHTOB C pedpakTepHOit hopMoii -
aJUIOreHHasi TPAHCIUIAHTALMs TeMOMOATHYECKUX CTBOJIOBBIX KieToK (amioTI'CK) (A16.05.001
Tpancrurantanus KoctHoro mo3sra) [7,8,9,33,69-72].

YpoBeHb yoeauTeJIbHOCTH peKOMeHIAIuU — A (YPOBEHb I0CTOBEPHOCTH I0KA3ATEJIbCTB —
2)
KomMmeHTapum: cavvle nepsvie pan0OMu3suposantule Uccie008anus N0 COYemMaHHOMY
npumenenuto ATRA** u XT nokazanu 6e3yciosnvie npeumyuecmsea 0aHH020 no0xXo0a nepeo
cmanoapmuou XT [73].
P50 knunuueckux uccneoosanuti (KH), nposedennvix 6 meyenue nocieOHux 2-x 0ecsamkos jiem,
n03601UN onmumuzuposams cxemy egederuss ATRA** u aumpayuxiunos (ATX: LO1DB
AHMPAYUKTUHBL U POOCMBEHHbLE COeOuHeHUst). Tak, 8 pan0oMUUPOBAHHOM UCCIE08AHUU
Eeponeiickou epynnwit no OILJI 6bi10 noxazano, umo naubonee d¢hpexmusHbiM a615emcst
00HO8peMmenHoe, a He nociedosamenvhoe, npumernernue ATRA** u XT [74].
Hmenno umoeu smux uccie0o8anuil npugenu K momy, Ymo npocpamma co4emanHo20
npumenenus ATRA** u XT anmpayuxnunamu (ATX: LO1DB anmpayuxiuner u poocmeennvle
coeouHeHus) cmana cmanoapmom neverus nepguunsvix OIJI.
[72]. Oonosznaunvix scecmrux pekomenoayuii no gvloopy npoepammsl X1 nem. bonvuuncmeo
uccreoogamernell CKIOHAOMCA K RPUMEHEHUI0 PUCK-A0ANMUPOBAHHO20 UCHAHCKO20 NPOMOKOIA
AIDA, nockonvky npu 00UHaKo8ol 3(hheKmusHocmu y He2o CyuecmeenHo MeHbulue
noxasamenu moxkcuynocmuf75].

I1o onvimy Poccuiickoti HayuHo-ucciedo8amensckou epynnuvl no aedenuro OILI y

83pocavix npumernenue npomoxoaa AIDA y nayuenmosg ¢ énepguie gvisagnennuvim OILI cmons drce
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agpgpexmueno: mpexnemusa OB u BPB cocmasunu 86,7 u 75,8 %. Oman unoyKyuoHHo2o
JleYeHUsl CLONCHBLI U mpedyem MACCUBHOU CONPOBOOUMENbHOL Mepaniu, dMansl KOHCOIUOAYUU
3HAYUMENLHO MeHee MOKCUYHbL U MO2YM 8bINOJIHAMbCSA 8 AMOYIAMOPHOM Pedtcume.
Omxkas om ucnonb308aHUs CMAHOAPMHO20 NOOX00A OO0JIHCEH PACCMAMPUBAMBCI MOTILKO
8 UCKIIOYUMENbHBIX CY4asax, 6 komopwix X1 npomusonokasauna (Hanpumep, maxcends opeaHHas
HedocmamoyHocmos, mepanus anmuxoazyisumamu (ATX - B01A Aumumpombomuyeckue
cpeocmea), nayuenm cmapute 80 1em), a maxce 6 mex ciyuasnx, Ko20a dlbmepHamuHsle
sapuanmul UHOYKYUOHHOL mepanuu OUKMYIOMCs COYUANbHO-IKOHOMU YeCKUMU hakmopamu uiu
npogedeHuem KIUHUYeCKUX UCNbIMAaHULL.

IIpogedennoe uccnedosarnue poccuticko-obenopyccxoti epynnoti no aedenuio OIL y oemeii
no npomoxkonam OIJI 1993/98 u OILJI 2003 noxa3zano xopoutyio 3¢hghexmuenocms mepanuu 8
yenom (BCB u OB cocmasunu 79+6 u 93+3% coomeemcmeenno), e cMomps Ha CHUdCeHUe

cymmapHoti 003vl oaynopybuyuna’ 0o 405 me/m2 u pazoeoii 00361 ATRA™ 00 25 me/m2 [77].

Pexomennyercs manrentam ¢ OIJI, momy4yaBimuM Ha nHIYKITMOHHOM 3Tarie ATRA** u XT,
MPOBOJIUTH 2 - 3 Kypca KOHCOJUIAIH, BKiIrovaroniei antpamukinasl (ATX: LO1DB
AHTPALUKIIMHBI U POJCTBEHHBIE COSAUHCHMS ) (MAapyOuIima™*,

NayHOPYOMIMH™* M1 MUTOKCAaHTPOH**) U MOAIEPKUBAIOILYIO TEPAIHUIO C BKIIOUEHHEM KOPOTKUX
kypcoB ATRA**.[69,70,77,78, 175]

YpoBeHb yOeauTEJIbHOCTH peKOMeHaaluu — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB —

3)

KommenTapumn: Huoykyus pemuccuu u nocieoyioujue KOHCOMUOAYUL NPOBOOUMCS CONIACHO

00HOU u3 credyrouux cxem™:[175]
1. ATRA™, [qumapaoun™, Jaynopyouyun™

Hnoykuyus ona zpynnsl HU3K020 U 8bICOK020 pUCKA

sk e
ATRA™ 25 me/ M*/cymixu 6 kancynax no 10 mz 6 08a npuéma, 6o épemsa edvl. [o3a
OKpyensiemcs 8 CmopoHy yeenuyenus. llpenapam oOaemcs He3AMeONUMENbHO NPU

nooosperuu na OIIJI 00 docmudicenust NOIHOU pemuccuu, Ho He bonee 45 Onell

Lumapabun** 100 me/m? 6 6ude uacosoii ungysuu kaxcovie 12 uacos c 4-20 Ous nocie

nauana ATRA™ no 10-ii Oenw, 6ceco 14 003
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Haynopybuyun®* 60 me/m? /cymxu 6/6 6 ude 30-wunymuoii unghyzuu ¢ 4-20 no 6-i

oetb, 6ce2o 3 0030bl.

Konconuoayus 1 0na cpynn HU3K020 U 8b1COK020 PUCKA

Humapabun™ 100 me/m? 6/6 6 eude uacosoti ungysuu xaxcovie 12 uacos 1-7-0uu,
8cezo

14 003
Haynopybuyun™ 45 me/m’e/s 6 eude 30-munymuoii ungysuu 1 pas 6 cymxu ¢ 1 no 3

OHU, 6ce20 3 003bl

Konconuoayusa 2 (unmencughurkayus) 011 2pynn HU3K020 U 8bICOKO20 PUCKA
ATRA™ 25 me/m?/cymiu per os 6 kancynax no 10 me 6 2 npuema — 14 ouei.

Lumapabun™ 1000 me/m’ 6/6 6 6ude 2-x uacoeoii ungysuu kasxcovie 12 uacos 1-4 ouu,
ecezo 8 003

Haynopybuyun™ 30 me/m’6/6 6 6ude 30-munymuoii ungysuu 1 pas 6 cymxu c 1 no 3

OHU, 6ce2o 3 003bl

Ilocne 3agepuwienuss uHmMeHCUBHOU ¢hazvl NPOMOKOAA, BOCCMAHOGIEHUS NoKazameell

KPOBU U NPOBEeOeHUs. NYHKYULU KOCIHO20 MO32d HauyuHaemcs noooepaicusaiowjas mepanus (I11T). B
cyuae 8biA61eHUs MUHUMATLHOU OCIAMOYHOU DONIe3HU 8 KOCIHOM MO32€ NayueHm nepesooumcs
8 epynny ouenb 8blcok020 pucka. Oowas npoooI*CUmMenIbHOCMb NPOMoKoaa cocmasisiem 24
mecaya om Hauana uHoykyuu. Iloodepacusarowas mepanusi OCHOBAHA HA KOMOUHUPOBAHHOM
npumenenuu xumuomepanuu u ATRA ™

Iloooepocuearowas mepanusn [14,79]

ATRA™- 25 me/m’ 6 Oenv no 15 Oueil (nauunas ¢ mpemwezo mecaya noddepaicusaiouel

mepanuu) Kaxcovle 3 mecaya 6 meuerue nepeozo 200a. Bcezo na smane

nooodepoicusaroueli mepanuu npogooumcs 3 0gyxneoenvrvlx kypca ATRA.

Mepxanmonypun™ (Koo MHH: 004120) (MII) 6 cmapmosoii doze 50 me/m> enympo 6
mabaemkax

edHceOHeBHO HAMOWAK 8 BeYepHee 8PeMs
sk
Memompexcam™ (MTX) - 20 me/m* 6 mabnemrax 1 pas 6 nedenio.

- 0 7 3
03a npenapamos moouguyupyemcs na 25-50% 6 zasucumocmu om 1euKoyumos Kpoeu 0O6€HbL

JIeUKoyumog 00.1vceH noooepaicugamocs Ha yposre 2500 - 3000/mrn
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2. ATRA™, Hoapyouyun**/Mumoxcanmpon™", umapaoun™ [14,79]

Huoykuus ona zpynnsl HU3K020 pucka

ATRA™ 25 me/ m*/cymxu, ¢ 1 no 30-it Oenw

Hoapybuyun™ 12 me/m?, kopomxas unghysus, 3-ii, 5-ti u 7-ii Onu

Hnoykyusn 013 pynnsl 661COK020 pucKka

ATRA™ 25 me/ m*/cymxu, ¢ 1 no 30-ii Oenw

Hoapybuyun™ 12 me/m?, 1-1i, 3-1i u 5-ii Onu

Konconuoayusa 1 0na cpynn HU3K020 U 8b1COK020 PUCKA

ATRA™ 25 me/ mP/cymxu, ¢ 1 no 14-ii denw

Mumoxcanmpon™" 10 me/M?, kopomras unghysus, 4-ii u 5-1f Onu

Lumapabun™ 1000 me/m* 6/6 6 éude 2-x uacoeoii ungysuu xaxcovie 12 uacos 2 - 4 Ouu,

6cezo 6 003

Konconuoayus 2 0na cpynn HU3K020 U 6bICOKO20 PUCKA

ATRA™ 25 me/ m*/cymxu, ¢ 1 no 14-it Oenw

Hoapybuyun™ 5 me/m’, 1-ii, 3-1i u 5-ii Onu

Lumapabun™ 1000 me/m? 6/ 6 6ude 2-x uacosoti ungyysuu xasxcovie 12 vacos 2 - 4 ouu,

6cezo 6 003

Konconuoayusa 3 ona zpynnwt 6b1cOK020 pucka

ATRA™ 25 me/ m*/cymxu, ¢ 1 no 14-it Oenw

Hoapybuyun™ 10 me/m?, 4 - it Oenv

Lumapabun™ 1000 me/m? 6/ 6 6ude 2-x uacosoti ungyysuu kasxcovie 12 vacoe 1 -3 ouu,

6cezo 6 003

Iocne 2-u koHconudayuu y nayueHmos Hu3Kou epynnel pucka u 3-etl KOHCOIUOayuu y
NayueHmos 8blCOKOU 2pYNNbl PUCKA NPOU3BOOUMCS KOCIMHO-MO3208d51 NYHKYUS C ONpedeneHueM
MOE memooom I1I]P.

B cnyuae necamusnou MObB nayuenmul 2pynnsit HU3K020 pucka noayyaiom
noooepaicugarouyio mepanuto, a npu nosumusnou MOB — noayuarom Kouconuoayuro 3 0ns
2PYNNbl BbICOKO20 PUCKA, NOCIE KOMOPOU Npo8ooumcs noemopHoe ucciedosanue MOB. Eciu
MOF ocmaemcs no3umusHotl — nayueHm nonyyaem neynue o peppakmeprnvix OIJI; npu
neemuenot MODB nayuenmui epynnol HU3KO20 PUCKA NOLYUAIOM NOOOEPHCUBAIOUYIO MEPANUIO.

Jna nayuenmos vicokoii epynnul pucka necamusnas MOB nocie Konconuoayuu 3
ABNAEMCS. OCHOBAHUEM O HA3HAYeHUs noddepaicusarowell mepanuu. B ciyuae nosumusnou

MOF nocne Konconuoayuu 3 nayuenm nonyuaem neyenue 0 pegppaxmeprvix OIJI.
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PexoMeHnayercsi ¢ 1enbi0 NMpopUIAKTUKH HEUPOJICMKEMHUU BCEM TMAIlUEHTaM, IOJTy4YaroluM
tepanuto OIJI, BbIONIHEHHE CIMHHOMO3IOBOM MyHKIIMKA U UHTpaTeKalbHas Tepanus (BBEJACHHE
JIEKAPCTBEHHBIX TMpENaparoB B CHOUHHOMO3roBo kanamn). llepas (aumarnHoctuyeckas)
ciuHHOMO3roBass  myHkius  (A11.23.001) mpoBoauTcs  TOJBKO TPH  KYIHPOBAaHUU
reMopparui4eckoro CHHAPOMa He paHee 2-X He/leb OT Havajia Tepanuy UHIYKIIUH PEMUCCHH(CM.

TUAarHOCTHYECKHUE uccienoBanus). [7,8,22].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

J10Ka3aTeJILCTB — S)

IHC-mepanus

Kommenmapuu: ece 6ovnvle Oe3 unuyuanvrnoco LIHC — nopasicenus éceco nonyyarom 3
snoomombanvubix (3/1) éeedenus Lfumapabuna™ 6 o3pacmmoii 0o3uposke (npopunakmuxa):1-
oe 8BedeHUe - neped KoHcoauoayuetl, 8mopoe 8gedeHue — neped uHmencugurayuei u 3-e
66edeHue no @vixooe u3 aniasuu  nocie unmencuguxayuu. Kpanuanvnoe obnyuenue He

npoBOOUMCAL.

Tab.2. Jlo3el yumapabuna™* onsa unmpamexaibHo20 66€0eHUs 8 3A8UCUMOCTU O 803DACMA

[174].

Bospacm [loza, me
Menvuwe 1 200a 20
1 —2 200a 26
2 — 3 200a 34
Cmapwe 3 nem 40

Ilpu  unuyuanvnom nopascenuu I[HC (yumosz > 5/mxn npu Hanuuuu 61acmos uiu
*k ok
INUOYPANIbHASL  XI0POMA) NoKazawvl 3/1 6e6edenus Lumapabuna  u Memompexcama 6
B03PACMHBIX O03UPOBKAX,  NPU NIOXOU NEePeHOCUMOCU — 6 3/1 68edeHue 000aeumv
T ]
Hexcamemason - 2 me. Ilynkyuu nposoosmcs 1 pasz 6 nedenro 00 canayuu 1ukeopa (ne meree 3
nynKyuil), oanee - nepeo Kypcamu X1, aceco He menee 5 9/1 66edenuil. J{03b1 Xumuonpenapamos

07151 SHO0NIOMOATILHO20 88ederus: [174]:

Bospacm, nem </ 1-2 2-3 >3
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Humapabun™ me 20 26 34 40

Memompexcam™ me 6 8 10 12

Ilpu unuyuanvnom neiponeiikoze — 0oza Llumapaoduna™* ona cucmemnoil mepanuu ¢ Kypce

unmencugukayuu 0onxcna 6u1mo yeenuuena 0o 3 zp/m? 6/¢ 3a 3 uaca — 6cezo 8 eéedenuii.

3.3.2. Cnennduueckas tepanus OILJI v neteii ¢ 6e3 npumenennss XT Ha ocHoBe ATRA ™+

ATO** («KAJbTEePHATHBHBLII OXX01)

Pexomenayercs namuentam ¢ OIJI rpynmsl HU3KOro prcKa B TEpalMi UHIYKIUU U
KOHOcoJIManuu npumenenrne komonnamuu ATRA** u ATO™ 6e3 xuMuoTepanuu. [larueHTs
BBICOKOU TPYIIITBI PUCKA TOTIOJHUTEIHHO ToydaroT auTpammkianael (ATX: LO1DB
AHTPALUKIIMHBI U POJCTBCHHBIE COSAMHECHMS) B MHAYKIIMH, KOHCOMUAAINS TPOBOIUTCS
aHAJIOIMYHO rpynne HUu3Koro pucka [80-86]. IloxnepkuBaromias Tepamnus He IPOBOJUTCS B
obenx rpymnmnax pucka. [84,85].

YpoBeHb yoeauTeJIbHOCTH peKOMeHIaluU — A (YPOBEHb I0CTOBEPHOCTH I0KA3aTEJIbCTB —
2)

KommenTapuu. B nocreonue neckonvko iem 6 aedenuu OIJI npouzouina pesonoyus,
CBA3AHHAS C 86€0eHUeM MPUOKCUOA MbluibaKka 8 mepanuto nepeou aunuu OI1JI y 83pocavix
nayuenmos. Imo npuseno K co30anuro npomokonos nevenuss OILJI 6e3 ucnonvzosanus
Xumuomepanesmudeckux npenapamos. Bnepesvie Lo-Coco et al. (2013) 6 pandomuzuposannom
uccnedosanuu cpaguunu kombunayuio ATRA™ + mpuoxcuo mouuvsxa (ATO™) npomus ATRA™
+ aumpayurxaunvl u poocmeennvie coeounenus (Komg ATX: LO1DB) 6 unoyxyuu u
KOHconudayuu y nayueHmos epynnol Huskozo pucka OI1JI. Xoms pe3ynemamsi 6 obeux epynnax
panoomuzayuy ObLIU OMAUYHBIMU, CIATMUCIMUYECKU 3HAYUMASL TYYULASL BbIHCUBAEMOCTL De3
coovimuti (EFS) u obwas svidicueaemocmo (OS) Habrodanace y nayuenmos, KOmopbvie noay4uiu
ATRA™ + ATO™ [80]. ITocre smux pe3ynomamos demcKue 2emamonoi maxkice Hauaiu
co30a8amv npomoKonsl nedenus enepsvie sovisagnenvix OIJI, cocmoawux monvko uz ATRA u
ATO ona nayuenmog epynnvl HU3K020 pUCKA ¢ 006asieHuemM HebOIbUUX 003 AHMPAYUKTUHOS
(ATX: LO1DB ammpayuxiunst u poocmeentvle COeOUHEHUsL) 8 CXeMbl UHOYKYUU PEMUCCUU Y
NayueHmos 8blCOKOU 2pYNnvl pUckd. B 2-x 3aKonueHHbIX MyTbmMUyeHmpossix uccied08aHusx y
oemeti ¢ OIlJI 6 Kumae [84] u CLLIA [85] pe3yrvmamut 6e3cobbimutinotl gvloxcusaemocmu 0s

demelti 2pynnvl HU3K020 pucka cocmaesunu 97% u 98% coomeemcmeento, a 011 demell 8biCOKOU
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epynnol pucka — 95% u 96,4% coomseemcmeenno. B 06oux ucciedo8anuax aHmpayuxkiuHsl
(ATX: LO1DB ammpayuxaunst u poocmeentvie cOeOUHEHUsL) NPUMEHSIUCH MOAbKO Ol 8bICOKOU
2PYNnbL pUCKA 6 UHOYKYUL PEMUCCUL 6 PeOYYUPOSAHHOTL CyMMapHo 0o3e (240ma/m’ no
oaynopyouyurny**). Cmoum ommemums, umo 6 uccieoosanuu AAMLI331(COG, CILA) [85]
noooepacusarowas mepanus He npedycmampueanacs. Imo HepaHOOMUIUPOBAHHOE
uccieo08aHue nokasano, ymo neouampudeckux nayuenmsi ¢ OIJI nuzkoeo pucka moeym Ovimo
yenewno u 6ezonacro usneuenst ¢ nomowyvio ATRA™/ATO** ananoauuno 63pocivim nayueHmam
¢ OILT nusxozo pucka. Jlobasnenue k ATRA™/ATO** monvko uoapybuyuna®*e unoyxyuo
PeMUCCUul 8 CHUNCEHHOU KYMYUIAMUBHOU 003€ CHOCOOCMBYION OOCMUNCEHUIO OMIUYHBIX
Pe3YIbmamos 8bloCUBAEMOCMU, A OMCYMCMEUE NOOOePAHCUBAIOUell Mepanuu n036015em

3aKoHuYuUmb cenederue 3a 9 — 10 mecayes.
ATRA™, ATO™, Hoapyouyun™" [85]

Huoykyus 01a epynnel HU3K020 pucKa

ATRA™ 25 mr/ M*/cyTku B kancynax no 10 mr B aBa npuéMma, Bo BpeMs el Jlo3a
OKpYTJISIETCS. B CTOPOHY yBenuueHws. [Ipemapar maercs He3aMeIIUTENBHO TIPH
nogo3pernn Ha OI1JI ¢ 1 mo 28 neHp 10 JOCTHXKEHUS MOJTHOW PEMHUCCHH, HO He OoJiee

45 nHeu

sk (V)
ATO  (tpmokcun wmbimbsika) 0,15Mr/kr/cyTku B/B B BuIE 2-X 4acoBOW HHGY3UU
(MOXXHO YAJTMHUTHh MH(QY3UIO 70 4 YacOB IPH IMOSBJICHUN aKTHBHBIX Ba30MOTOPHBIX

cuMnTOMOB) ¢ 1 1o 28 AeHb 10 JOCTHKEHUS MMOJTHONW PEeMUCCUH, HO He Oonee 45 nHei
sk 2
JlekcameTa3oH SMI/M“/CyTKH BHYTPh WJIH B/B B 2 IpriemMa

Hnoykuus ons zpynnsl 8b1c0K020 pucKka

ATRA™ 25 mr/ M*/cyTku B kancynax no 10 mr B 1Ba npuéMma, Bo BpeMs ebl. Jlo3a
OKpYTJISIeTCS. B CTOpPOHY yBenuueHus. [Ipemapar naercs He3aMeIIUTENbHO MPHU
nogo3pernn Ha OI1JI ¢ 1 mo 28 neHp 10 JOCTHXKEHUS MOJTHOW PEMHUCCHH, HO He OoJiee

45 nuen

ATO™ (tpuokcuj Mbimbsaka) 0,15Mr/Kr/cyTkd B/B B BUIE 2-X 4acOBOH HMH(Y3HH
(MOXHO YIUTMHUTH MH(QY3HIO 10 4 9acoB MpH TOSBICHUN aKTHBHBIX Ba30MOTOPHBIX

cuMIITOMOB) ¢ 1 1o 28 1eHb 10 JOCTHIKEHUS MTOJTHOW PEMUCCHH, HO He Oostee 45 mHei
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3k o
NnapyOunun 12mr/m? (0,4 mr/kr pna neredd Becom MeHee 10 Kr) B/BEHHO B BHUIE
yacoBoi wuHGy3mu 1-i, 3-i1 m 5-ii nmeHp (BO3MOXKHA 3aMeHa Tpernapara Ha

Mutokcantpon” B go3e 15mr/m? unu Jaynopyoumun™ B 103e 60Mr/m?)
JlexcameTa3oH  SMI/M%/CyTKM BHYTPb HJIH B/B B 2 TIpHeMa

Konconuoayusa 1, 2, 3 0ns 2pynn HU3K020 u 8b1COK020 pUCKaA

Kaxnass xoHconumauus OpoBOAUTCSA B TeueHUM 42 THEH, MEXIy KOTOpbIMU 14-

JTHEBHBIN TIEpEPHIB

ATRA™ 25 mr/ M*/cyTku B kancynax no 10 mr B aBa npuéMa, Bo BpeMs ebl. Jlo3a
OKpyTJIsieTCsl B CTOpOoHY yBenuueHus. [Ipenapar naercsi B 1 — 14 u 29 — 42 nHu kaxaoi

KOHCOJIMJaluu

ATO™ (tpuokcuj Mblmbsaka) 0,15Mr/Kr/cyTkd B/B B BUIE 2-X 4acOBOH HMH(Y3HH
(MOXHO YIUTMHUTH MH(QY3HIO 10 4 9acoB MPH TOSBICHUN aKTHBHBIX Ba30MOTOPHBIX
cumntoMoB). [Ipemapar maercs B 1 — 5, 8 — 12, 15 — 19 u 22 — 26 nHM Kaxaou

KOHCOJIMAAIIUH.

Ha 43-ii nens nukaa Koncommaanuu 2 nposoaurcss KMII nus onpenenenus MOb
MetoaoM RQ-PCR:
Ecin MOB HeratuBHa, TO NALMEHT NMPOJOJDKAET JeueHue no nukiy Konconnpanuu 3
[Ipn nozuruBHoctn MOB uepe3 1 — 2 Henenu npoBogutcs koHTpoabHas KMII ¢
noBTopHbIM onpeaenenueM MOB. Eciiu MOB npu konTponbsHO#t KMIT HeraTtuBHa, TO
MalMeHT IpoaoKaeT JeyeHue no nukiny Konconunanuu 3 [lpu coxpanstoniemcs
no3utuBHOM 3HaUeHH MODbB B konTposibHOM KMII, marmenT nepeBoautcs Ha

Kounconupanuro mig MOB-03UTUBHBIX MALIUEHTOB.

Konconuoayus on1a MOB-no3umugHnvlx nayueHmos
ATRA™ 25 mr/ M*/cyTku B Karncynax no 10 Mr B aBa npuéma, Bo BpeMs efbl. Jlo3a
OKpYyIJIsieTcsl B CTOpOHY yBenuueHus. [Ipenapat naercsa B 1 — 14 u 29 — 42 nuu

KaKIOM KOHCOJIHUIAIINH.

Hurapabun™ 1000 mr/m%*/no3a (715 aeTeil ¢ momap0 MoBepXHOCTH Tena < 0,6Mm%, To
no3a Iutapabuna’™ — 33 Mr/kr/no3a) 3a 1 - 3 yaca B/BEHHO KameNlbHO Kaxable 12 4yacoB

Ha |1 — 4-if mau (Bcero 8 BBEIEHUI ) KOHCOJH/IAIIAH.
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sk o
Murtokcantpon 15 Mr/M> (m7st geTe ¢ mIoIaIbio MTOBEPXHOCTH TeJa < 0,6M%, TO
11032 Mutokcantpona® — 0,4 MI/Kr/03a) B/BEHHO B BUJIE 4acoBOM undysuu 1 pas

JeHb Ha 3 - 6-i1 HU (Bcero 4 BBEICHMS ) KOHCOJTUIAINH.

KMII pas onpenenenuss MOB metogom RQ-PCR npoBoaurcs Ha 29-if 1eHb IUKJIA

Koncomumanuu a1 MOB-II03UTHBHLIX NAIMEHTOB

- Ecnu MOb HeratuBHa, TO MaliMeHT NPOAOKAET JiedeHue o uukiny Konconuparuu 3 Ha
JieHb 57 1 TIpy BOCCTAHOBJICHHUH TIOKa3aTesel KpoBH (Tpanynorutsl > 1 000/MK1 1
tpombo1uTH > 100 000/mMKIT).

- Ilpu nosutuBHoctr MOb uepe3 1 — 2 Henenu npoBoautcsa kouTponbHast KMII ¢
noBTopHbIM onpeznenenueM MOB. Ecaun MOB npu konTposibHoit KMIT HeratusHa, To
MalMEeHT MpoAoJKaeT JeueHue no uukiny Konconunauuu 3 Ha nens 30 u npu
BOCCTAaHOBJICHUH TIOKa3aresiel KpoBu (rpanynonutsl > 1 000/mMk1 u TpomOonmTs! > 100
000/mxo). Tlpu coxpansroneMcst MO3uTUBHOM 3HaueHnn MODB nmanueHT nmo3uTuBHOM

3HaueHuu MObD B xonTponbHOit KMII, nanmenT nepesoautes Ha Anno-TI'CK.

Konconuoauusn 4

4-¥ UMK KOHCOMUAAUU Ha 57-1 JeHb nociie 3-T0 HHUKJIa KOHCOJUIAIMKU U TTPU BOCCTAHOBJICHUHU
nokasateneit kpoBH (rpanyinouutsl > 1 000/mkn u tpomGoruTet > 100 000/MKIT).
Koucomunmanus 4 qmutcd 28 qHen

ATRA™ 25 mr/ M%/cyTkn B Kancynax 1o 10 Mr B 1Ba npuéma, Bo Bpems efpl. Jlo3a

OKpYIJIsieTCsl B CTOPOHY yBenuueHus. [Ipenapat naercs B 1 — 14 koHconuaanuu.

ATO™ (Tpuokcus Mblmbsika) 0,1 5Mr/Kr/cyTku B/B B BHIE 2-X 4acOBOM UH(Y3UM
(MOXKHO YIJITMHUTH MH(Y3HUIO 710 4 4aCOB MPH MOSIBICHUN AKTUBHBIX BA30MOTOPHBIX
cumntoMoB). [Ipemapar gaerca B 1 — 5, 8 — 12, 15— 19 u 22 — 26 1HM KOHCOMUIAITUH.

IHHC mepanus

Juarnoctuueckas cnuaHoMmosroBast myHKus (A11.23.001) gomkHa OBITH OTIOXKEHA 10

KYIMUpPOBaHUA CUMTOMOB KOAryJOIaTHuu.

sk ~
[Tockonpky ATO * (TpHOKCH]T MBIIIBbSIKA) TPOHUKAET Y€pe3 reMaTodHIehaTuIeCKui
sk
6apbep, nanmenTsl ¢ OI1JI, momyyaronue nedenne Ha ocHoBe ATO 1 HE UMEIONTUX MPU3HAKOB
HEHpoJIeUKeMUH, a TaKkxke mpu3HakoB kpoBomzusiHUs B [IHC, npodunaktuka HelipoaeikeMun
He pexkomeHayercs [87-90].

YpoBenb yoeaurTeabHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — 5)
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Pexomenayercs nmarmuentam ¢ OIJI mpoBenenue aedeHust 1 mpoGUIaKTUKA
HelponeiikeMIn, IMEIOLM KIMHIUYECKUE U JadopaTtopHele npu3Haku nopaxkenus HHC u
KJIMHUYECKHE U MHCTPYMEHTAJIbHBIE NTpU3Haku kpoBousnusauus B [IHC [85,176,177].
YpoBenb yoeauTeabHOCTH pekoMeHaanuu — C(ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB —
)

Komenmapuu:

L[HC-netixemuss onpedensemcs Kax:

- Jloboe koruuecmeo bacmos 8 npenapame yumocnura npu ampasmamudecxkoui (<100
Er) nynkyuu

- Hanuuue 6nacmog 6 auxeope npu mpagmamuieckoi NyHKyuu, eciu coomuouenue L/Er
aukeopa 6 2 paza npegviuiaem coomuouenue L/Er 6 nepughepuueckoii kposu

- Knunuuecxue npusnaxu [[HC netikemuu (makue Kax napanuy 1uyeso2o Hepeéa uiu
eunomanamuieckui CuHopom). Mzonupoeannoe KpogousiusHue 8 cemuyamy He A6semcs
npusnaxom L{HC netikemuu.

- Hayuenmor ¢ ookymenmuposannvim kposomeuenuem LIHC u ¢ neeponocuueckumu
CUMNMOMAMU, KOMOPble NOHOCMbIO C8a3aHbl ¢ KposousausaHuem ¢ LIHC ne umerom
L[HC netikemuu, eciu oHu He cOOMEEMCMEYIOM 0OHOMY U3 Opy2ux Kpumepues (IUK8op
unu oovemMHoe 0opazoeanue), Ho SMuU NAYUeHMsvl COOMBEMCMBYIOM KpUMepusm OJisl
«[HC kposomeuenusy

- Paouonocuuecxue npuznaxu ob6vemnoco oopazosanus [{HC

L[HC kposomeueHnue onpedensiemcs Kax.

- Jlrobvle paduonozuyeckue npusHaK KPOBOUIIUAHUS 8 NAPEHXUMY MO32d, CHUHHOU MO32
unu cybapaxuouoanbHoe, cyo60ypanibHoe uiu SNUOYpaibHoe NPoCMpaHcmaso.

- Uszonuposannoe kpogouznusaHue 8 cemuamxy ne aeusiemcs Kposousnuanuem 6 L{HC.

Iloka3zanusa K UHMPAMEKANLHOU Mepanuu 6 UHOYKYUU

- Kposeomeuenue ¢ IIHC

- Ilayuenmoi ¢ doxymenmuposanuwvim kposomeuernuem 8 LIHC 6yoym noxyuamo
npogunaxmuxy L[HC-netikemuu, 8K104arowyo mpouHyo UHmpameKaibHyo
xumuomepanuio Ha 29-u denv unoykyuu. (Cm. mabauyy Hudice 015 003UPOBKA 8
3a8UCUMOCTU OM B03DACMA,).

-  HHC-neiikemusn

- Hayuenmwi ¢ [[HC-netikemueti 6y0ym nonywams 2 paza 6 Heoeo mpouHyio

UHMPAMEKANLHYIO XUMUOMEPANUIO (C MUHUMANbHBIM UHMEPEANoM 48 uacos mexncoy
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npoyedypamu) 00 caHayuu 1uK8opa naoc 08a OONOJIHUMENbHBIX 86e0eHUsT (MUHUMYM 4 u
maxcumym 6 npoyedyp). Bo epems unoykyuu nayuenmuot ¢ L{HC-netikemueti maxoice

o *%
nonyuam 003y Jleuikogopuna = 10 me/m2 uepe3 24 yaca nocie uHmpameKaibHO20

geeoernuss MTX.

Iloxkazanua K unmpameKkaibHoOU mepanuu 6 Koncoauoayusax 1, 2, 3

Humpamexkanvras (mpoiinas) mepanus_npogooumcs moavko oas nayuenmos ¢ LJHC-netikemueti
6 15 u 43 onu xonconuoayutl

Tabauya 0ozupoexu unmpamexanvrou XT 6 3asucumocmu om eospacma [192,186, 192,193]

Bospacm Memompexkcam™* | Ilpeonuzonon™* | Humapaoun**
1-2 200a Sme 6me 24me
2-3 200a 10me 8me 30me
>3 nem 12me 10me 36me

Iloooeprtcusarowaa mepanus
He pexomenayercsi mpoBeieHUE NOAAEpKUBatonel Tepanun nanuentam ¢ OII,
3aBEPIIMBIINX IPOTPAMMy UHAYKIIMU U KOHCOJIUJALMKA PEMUCCUN HA OCHOBE MPUMEHEHUS
ATRA™ n ATO™ [85,178,179]
YpoBeHns yoeauTeabHOCTH pekoMeHaannu — C (ypoBeHb 10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenmanuu: xax nokazano ucciedogsanue AAML 1331 nanamepuxauckotl epynnol
COG omcymcemsue nodoepacusaroujeli mepanuu CyujecmeeHHo CoOKpamuilo 0ougyio
npoooadicumenvHocmo mepanuu OIL/I, om b6onee wem 2 nem 0o npumepno 9 mecayes npu
docmudiceHuU 8blcOKUX nokasamernetl gvlocugaemocmu (2-nemuuii EFS 96,4%) cpeou
nayueumos ¢ APL evicokoti epynnst pucka [85].

3.3.3. Jleuenne no60unbix 3pdexroB ATRA** u ATO™

IMpodpuiaakTuka u JiedeHue cuHaApoMa 1 depeHIIuPOBKHU Oy X0JIEBbIX KJIETOK
*% *%
IIpu Tepamum OIIJI ¢ ucnonszoBanuemM ATPA u ATO ™ BO3MOXHO pa3BUTHE TSHKEIOTO

YKU3ZHEYTPOXKAIOIIETO OCIOXKHEHUS - cuHapoma nuddepernupoku (CI).

Pexomenayercs Bcem nanuentam ¢ OIJl HazHauath nekcamerason™** B nose 2,5 mr/m2 2 pasa B

CYTKH BHYTPb WJIM BHYTPUBEHHO (B/B) B TeueHue 15 qHel ¢ 1enbio mpodriaktuku pasButus CJJ

[85,91].
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YpoBeHs yoenureabHocTH pekoMeHaanuu — C (YypoBeHb JOCTOBEPHOCTH /10KA3aTeJIbCTB — 5)
Pexomennyercs Bcem nanueHTaMm ¢ OILJI ¢ MUHUMAaIbHBIMU TTOJO3PEHUSIMU HA HAYAJIO

paszButus JIC He3aMeIUTENIbPHOE Ha3HAUCHHUE AeKcaMeTa3oHa™** B mo3e 10 mr/mM2 2 pa3a B CyTKH

BHYTpUBEHHO 10 KynupoBanus JC [22,33,85,91-93].

YpoBenb yoeaureabHocTH pekoMenaanuu — C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5)
Kommenmapuu: esedenue dexcamemazona** dasice npu manetiuiem nooospenuu Ha J{C aensiemcs
CMAaHOapmHuIM N00X000M K aeveruto [[C, necMomps Ha mo umo npsmvle 00KA3amenbCmeda momy,
ymo npoghunaxmuieckoe 66edeHue 2I0KOKOPMUKOUOO8 CHUNCAEN NeMAalbHOCMb, CEA3AHHYIO C
IMUM CUHOpOMOM, omcymemeyiom. Tem He MeHee 8 HEKOHMPOIUPYEMBIX UCCIeO08AHUAX ObLIO
HOKA3AaHO, Ymo npoyenm amanvbHuix ucxo008 npu pazsumuu J{C Ha ¢pone npoghunraxmuueckozo
668e0eHUsl 2IIOKOKOPMUKOUOOE CHUNCACTNCA.

Beposmuocmo pazsumusi /[C onyxonesvix Kiemok vluie y RAYueHmos ¢ UHUYUATbHbIM
neuxoyumosom (>5 *x 109/1) u napywenuem ¢ynxyuu novex (kpeamurur >123 mMxmonsv/n).
Ilosmomy pannee nauano XT 6 couemanuu ¢ ATRA** u npopunakmuuecxoe 66edenue
2NIIOKOKOPMUKOUOO8 AGNAIOMCI CMAHOAPMHBIM NOOX000M K JIeYEHUIO 8 IMOl yepodicaroueli
JrcusHU cumyayuu. Y nayuenmos c yuciom netikoyumos >10 x 109/n XT o6viuno nauunaemcs 6

meueHue HeCKONbKUX 4acoe nocie npuema nepeou 003l ATRA**. Hmenno smo noszgonsiem
KOHMPOIUPOBAMb KOA2YIONAMUI0 Npu 0OHOBPeMeHHOM cHudcenuu pucka pazeumus J[C,

uacmoma Komopoco 0cobeHHo 6bICOKA Y 9mMux nayueHmoe.

JleueHue rumnepJieikounTO3a

PexoMeHnayeTcsl yBelMdeHHE ypOBHA Neiikonutos 6onee 10 x 10°/1 Ha GoHe Hauana nedeHus
ATRA**/ATO" unTepnpeTHpoBaTh Kak IPU3HAK UHIYLMPOBAHHON MU (epeHIMPOBKY Ha
¢done npuema qudGepeHIMPOBOUYHBIX areHTOB M HE MPUBOIUTH K pecTpaTu(UKALUU TPYTIIIBI
pucka [33]

YpoBenb yoeauTeabHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB —
5)

Pexomenayercst naleHTaM CO 3HAUUTEIbHBIM THIIEPIEUKOLNTO30M (J1eiikonuTsl > 10.000 —

100.000/MK1T), KOTOPBIit MOKET TIpoTeKaTh 63 cumnromoB CJI mocne manmuamyn ATRA™ wmu
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ATRA**/ATO™ antunpommdepaTHBHOE JeueHne #TruapoKcHkapoaMumom™** (30 Mr/kr/nosa
(MakcumymMm, 1000 Mr/no3a) BHyTph 4 pasa B ieHb.). B HacTosee BpemMsi THAPOKCHMOYEBHUHA
YK€ PEKOMEH]IyeTCs IPU YPOBHSAX JICUKOIUTOB > 5,000/MKII B TONOJTHEHUE K
KopTukoctepouaam [33, 85].

YpoBenb yoenurTeabHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB —
5)

Kommenmapuu: He pexomenoyemcs nayuenmam ¢ OIL/I nposedenue yumaghepesa
nevxoyumos (Llumagepes cemonosmuueckux xiemox, A18.05.017) 6 kawecmse pymunHot
npoyedypul U3-3a pUCKA pa3sumusi pamanbHulx cemoppazuieckux ocuodxcHenuti u J{BC-
cunopoma. Oouako, 6 ciyuae neaghghekmusHocmu nposedeHuss YumopeoyKmueHOU mepanuu y
OONLHBIX € 2UNEPACUKOYUMOZ0M 8 HCUSHEYSPOHCATOUUX CUMYAYUAX 803MONCHO UCNONIb308AHUE
yumadhepesa nevxoyumos ( Lumagepes cemonosmuuecxkux knemox, A18.05.017) npu ycroeuu

MAKCUMATIBHO 603MOIUCHO2CO KOHMPOJIA cemoppacuiecKkoco cum)poma.

KoHTpoJb m10604HbIX 3(p(peKTOB Tepanuu TPHOKCHAOM MbIbsika™ " (ATO™)

[IpuMeHeHne MBIIIbsIKa TPUOKCHIA MOYKET NPHUBOJIWTH K yaiunHeHHIo uHTepBasia QT u
Pa3BUTHIO TOJHOU MPENCepIHO-KETYA0UKOBOM Osokaapl. Y uymmHenne uHtepBana QT Moxxer
CTaTh IPUYMHOM JKEIIyIOUKOBOM Taxukapauu tuma "mupyst” (torsades de pointes) ¢ BO3MOKHBIM
JeTanbHbIM UcxoaoM. MexanusM ATO-uHaynupoBaHHas KapJUOTOKCHYHOCTH B OCHOBHOM
BKJIFOYAET HAKOIUJIEHHWE aKTUBHBIX ¢opm kuciopoaa (ADK) u BHYTPUKIETOYHOTO KaJIbIHs 5,6
ATO MOXeT BUTBHCS TPUTEPOM JUIS TOBPEKICHUS KapIMOMUOIIUTOB IyTEM aronTo3a, ayrodariuu

W HEeKpo3a.

Kapanorokcuunocte mnposiBisiercss B yaiuHeHun unHtepBaia QT na OKI, pazButrum
apUTMHI ceplia U CHIKEHUE 3JIEKTPOIUTOB (Kajlus M MarHus) B OMOXHMHYECKOM aHaJIM3e
kpoBu. Ilpu nosiBnenun mzmenenuit Ha OKI' — npepBaTh BBEJEHMS TPHUOKCHA MBILIBSIKA 1O

BOCCTAHOBJICHHUS BCEX ITOKa3aTelei.

Hawnbosnee BaXKHBIMU JIOMOJTHUTEIBHBIMA TOOOYHBIMH d(pPeKTamMu TPHOKCUAA SIBIISIOTCS
neiikonmTo3 (Havano ruapokcumoueBuHbl ¢ WBC > 5.000/mkn), ymmaenne unatepsana QT Ha

OKI' u cHI)KEHUE 3JIEKTPOIUTOB (Kaidusi U MarHus) B OMOXUMHUYECKOM aHaJIN3€ KPOBU.

dok
Pexomenayercs Bcem nanuentam ¢ OILJI, monydaromum jieuenue ¢ ucnoibzoBanuem ATO
kouTponuposath DKI' (perucTpanus 31eKTpoKapaHorpaMMbl) mepes KaxasiM kypcom ATO™ u

onuH pa3 B Henenro Bo Bpems nuHy3uu ATO. [Tpu unrepaiie QTc 6omee 500 mc Tepanus

44



IpephIBAeTCA U3-3a PUCKA CEPJICYHON apUTMUU. 3HAYCHUSI KaJlns JOJIKHBI ObITh BhILIE 4

MMOJIB/J1, @ 3HAYeHHUS Maruus - Boime 1,8 mr/mi. [22,33,180]

YpoBenb yoeauTeabHOCTH pekoMeHaanun — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB —
5)

Kommenmapuu: Hexomopuie nekapcmeenuvie npenapamul yonunsiom unmepean QT u
nomenyuanioHo mocym ycyeyoums eausanue ATO na unmepsan QT. Cnedyem cobarwoams
OCMOPOACHOCTL NPU OOHOBPEMEHHOM NPUMEHEHUU TI0ObIX TeKapcmeeHublx cpedcms. Cnucok

maxKkux 1eKapCcmeeHrHblX cpedcme npu@eOeH 6 NPUIOIHCEHUU 2

3.4 Jleuenne peuuauBoB U pedpakrepHbix ¢popm OILJI

ITo naHHBIM pa3HBIX UCCIIEOBAaHUMN, TpUMeHeHne MoHoTepanuu ATO B nedyeHnn
peunauBa OILJI mo3BossieT qocTnub 2-it MoaekynsapHou pemuccun B 70-90 % ciyqaes [47,48].
B T0 ke Bpems UCII0JIb30BaHUE TPAHCIUIAHTALIMOHHBIX IMOAX00B y MAIUEHTOB, KOTOPBIM
nocturnyta 2-1 pemuccust OIJI, moka3piBaeT UX MPEUMYILECTBO MEPE] UCII0JIb30BAHUEM TOJIBKO
ATO-conepxamux nporpamm. Tak, HampuMep, UCCIEA0BaHNE EBPONEHCKOM TPYIIIIBI
LeukemiaNet nmokazaino 3-netHioro OB y 80 % OGonbHbIx nocie npuMmenenus ayro-TT'CK Bo
BTOPOIl MOJIEKYISIPHON peMHccuu o cpaBHeHUIO ¢ 59 % y nanuentoB 6e3 TT'CK [49]. Xots
amo-TI'CK xapakrepusyercs, 10 JaHHBIM HEKOTOPBIX UCCIIEIOBAHNN, MEHBILIEH BEPOATHOCTHIO
pa3BuTus MoBTOpHBIX peunnBoB nocie TT'CK no cpaBuenuto ¢ ayro-TI'CK, netanbHOCTD,
CBSI3aHHAs C JICYEHUEM, JIeJIAeT 3TOT MOJAXO0/ Y NAallMeHTOB BO BTopor pemuccuu OILI menee
MpeAnouTUTENBHBIM 10 cpaBHeHUIO ¢ ayTo-TI'CK [50]. Oxkunatek BhICOKYIO 3(h()EKTHBHOCTD
ayto-TI'CK B TO k€ Bpems ciieyeT TOIbKO Y NAl[MEHTOB C JOCTUTHYTOM 2-i MOJIEKYJIIPHOM
PEMUCCHUEN.
Pexomenayercst y NalMeHTOB € MOATBEPKIEHHBIM MOJIEKYJISIpHBIM peunausom OILT
(ompeneneHHpIM Kak 2 mocieaoBatenbHbIX [11[P-monoxuTenpHBIX aHaIH3a CO
cTaOMIbHBIM HapacTanueM ypoBHs PML-RARA-TpanckpunTa) He3aMeIUTEIBHO HaYaTh
Tepanuto, BKIrovaimyro ATRA** u ATO, ¢ nensto npeaoTBpaiieHus: pa3BepHyTOro
peuuausa [96,97].
YpoBenb yoenurteabHOCTH pekoMeHaanun — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEeJIbCTB —
4)
Kommenmapuu: xomsa ATRA** ¢ couemanuu ¢ XT modrcem Oblmb UCNONIb306AHA 8 KAUecmee
mepanuu cnacenus, cxemul Ha ocHose ATO 6 Hacmoswee epems cuumaiomces 1-ii 1unuert

neuenusi peyuousa OILL
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Pexomenayercs nauueHTaM, y KOTOPBIX MojydeHa 2-s1 moJiekyssipHas [P, paccmoTpeTs
BO3MO>KHOCTh BbINOJIHEHUs ayTosiornunoi TKM [98].

YpoBensb yoenutreabHOCTH pekoMeHaaunu — C (YpOBeHb JO0CTOBEPHOCTH I0KA3aTeJIbCTB —
4)

Kommenmapuu: ayronornunas TKM moowcem evinonnsamocs monvko 6 ciyuae, eciu 6
3020MOGACHHOM

aymompaHcniaHmame Omcymcme)yem MoleKyIAPHbLI MapKep.

PexoMeHnayeTcs manueHTam, Y KOTOPBIX HE IOCTUTHYTA 2-51 MOJICKYJISIPHAS PEMHCCHS,
paccMOTpPETh BO3MOXKHOCTH BbINIOJIHEHUSs ajutoreHHon TKM [99].

YpoBensb yoenutreabHoCTH pekoMeHAaunu — C (YpOBeHb JO0CTOBEPHOCTH I0KA3aTeJIbLCTB —
4)

Pexomenayercs 1 nauueHToB ¢ pernuauBom OIJI, mpoTekaronuyM TOIbKO ¢ MOpaKeHUEM
[MHC, naayknuoHHas Tepanus 13 MUHUMYM €XEHEICIBHOT0 (ONTUMAIBHO 2 pa3a B

HEJIeNI0) MHTPATeKaIbHOTO BBEICHUS 3-X mpemnapaToB (MeToTpekcata™* 15 mr,

ruTapaduHa** 30 Mr u nekcamerazoHa** 4 Mr) 10 MOJHON SMTUMUHAIIIH OMyXOJIEBBIX

KJIETOK U3 CHMHHOMO3TOBOM JKUJIKOCTH, 3aT€M BBITIOIHAETCS OT 6 10 10 MHTpaTeKaIbHbIX
BBEJICHHI B KaueCTBE KOHCOMUAAIMH. [lapamienbHo JOMKHO MPOBOAUTHCS CUCTEMHOE
JIeYeHHE KaK Mpu KocTHOMOo3roBoM peuuause [100,174,186].

YpoBensb yoenutreabHoCcTH pekoMeHaaunu — C (YpOBeHb JO0CTOBEPHOCTH I0KA3aTeJIbCTB —
5)

Pexomennyercs s nedenus: peunauBoB OILI mocne neyenus ATO ucnosib30BaHKe
Bopresomuba”™ B couetanuu ¢ ATO. JJo3a Boprezomu6a”™ 1,3 Mr/M2 BHYTPUBEHHO HIIH
MOAKOHO (C IIeJIbI0 CHUKEHUSI BO3MOKHOM HelpoTokcuuHocTH) 1,4, 8 u 11 nuu. B

ciTydae IPOSBICHHI HEHPOTOKCHYHOCTH Ha Tepanun bopTre3oMu60oM™ BO3MOXKHO

uckitoueHue 8 u 11 gHel BBeAEHUM, a TAKKE YMEHbBIIICHUE JO3bI BopTesoMH6a** o 1 mr/m2
wim g0 0,7 mr/m2 Ha BBeaenue [101,102].

YpoBeHnb yoenutreabHOCTH pekoMeHaaunu — C (YpOBeHb JO0CTOBEPHOCTH I0KA3aTeJIbCTB —
3)

Kommenmapuu: Hecmomps na evicoxyro a¢ppexmusnocmo ATO y 6onvrvix ¢ OI,
cywecmsyem npoonema peyuousos nocie mepanuu ATO u pesucmenmuocmu k neueruio ATO.
Oonom u3z no0xo008 K aeueruro peyuougos u pesucmernmuvix OI1JI ¢ maxux ciyuasnx aensemcs

ucnonwvzoeanue bopresomnba” 6 couemanuu ¢ ATO [101,102].

Pexomenayercst ais neuenus peunausos OILJI, B TOM uncie — 3KCTpaMeyUISIpHBIX,
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ke
BKurovas peuuaussl B [THC, pedpakrepubix k Tepanuun ATO, ucnonb3oBanne Benetokiiakca B
J103aX B 3aBUCUMOCTH OT BECa HEMPEPHIBHO KaK B MOHOTEPANHH, TAK U B COUETAHUU C
xumuoTepanueit [94,95,181].

YpoBenb yoenuTeabHOCTH pekoMeHaanuu — C (YpoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB —

5)
Komenmapuu: Tabnuya dosuposxu Benemoxnaxca 'y demeti cmapuie 2-x nem 6 3a6ucumocmu
om eeca

Bec (kr) 10 - <20 kxr 20 —< 30 kr 30 — <45 xr >45 Kkr

Ho3a (mr) 250 300 400 600

3.5 ConyTcTBYIOIIAS ¥ CONPOBOAUTEbHAN Tepanus

e Bcewm nanumenTam, nonyvaromum tepanuto 1o nosoay OIJI pexkomenayercsi mpoBeaeHUE
COMYTCTBYIONIEH M COMPOBOJUTENHHONW TEpamuu B COOTBETCTBUU C MNPO(GHIBLHBIMH
pekomenganusmu [7,104,107].

YpoBenb yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)
Kommenmapuu: [loxazana uzonayus Oemetl 8 OOKCUPOBAHHblE NALAMbL, NPOBEOeHUE

UH@Y3UOHHOU Mmepanuu, NPUMeHeHUe KOTOHUECMUMYTUPYIOWUX PaKmopos no noKa3aHusM.

He pexomenayercsi BceM mnanueHtam ¢ OIIJI, yuuTbiBas BBICOKYIO BEPOSTHOCTb
(dbopMHpOBaHUS PE3UCTEHTHOH MHMKpPO(IOPHI, a TaKKe BBICOKYIO YacTOTy HMH(EKIHUH,
BBI3BAHHBIX HHTEPOOAKTEPUAMM C IPOAYKIHMEH Oera-lakTama3 pacIIMpPEHHOro CHEKTpa
(BJIPC), nmpoBenenne nepBUYHON NMPOGUIAKTUKH OakTepuanbHbiXx mHGekunid npu OI1JI
aHTUOMOTHKAMH, B TOM 4YHCJIE «CEJIIEKTUBHOM JEKOHTAMHUHALMK» KHIICYHHKA
HeabcopOupyeMbIMU aHTUMUKPOOHBIMHE TTpenapatamu [ 108,109].

YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 5)

o Pexomennyercs nmanuentram ¢ OIUI B mepro HEHTPONEHNHU POBEICHUE TPOPUIAKTUKI
MHBA3UWBHBIX MHUKO30B: I03aKoHa30doM** (mersam crapme 13 7er), BopukoHazogoM™*
(cTapmie 2-X J1€T), WTpaKoOHA30JoM (cTapiie 2-X JIeT) WIH, IPH HEBO3MOXXHOCTH
Ha3HA4YEHUs a30JI0B, APYTUMH IPOTUBOTPUOKOBBIMY MpenapaTaMyu CUCTEMHOTO JeHCTBUS

(o mokazanusim) [108-110,156,157].
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YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)
KommeHTapuu: npuem npomugocpudOKosvlx npenapamosd CUCmemMHo20 Oeucmeus

npodonacaemcs 0o nosvluierus epanynoyumos sviuie 0,5x10°/1.

e Pexomenayercs nanuentam ¢ OIIJl u paHee yCcTaHOBJIEHHBIM MHBA3WBHBIM MHKO30M
(MM) npoBeneHue BTOPHUYHOW NPOTUBOTPUOKOBON MPOMUIAKTUKU IpernapaTroM, NpU
Ha3HAYEHUH KOTOPOTro ObUIO JOCTUTHYTO M3nedenue ot MM [108,111-113].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)

e Pexomennyercs Bcem mauueHtam ¢ OITJI mpu pazButuum ®H B Teuenue He Oonee 60
MUHYT MHHUIAAPOBATH IMITUPUYECKYIO TEpANuUI0 OeTa-TaKTaMHBIM aHTHOAKTepUAIbHBIM
npenapaToM, MEHULIUUIMHBIME (KOMOMHAIIMY TEHULIWUTMHOB, BKJIIOYas KOMOMHALIUU C
WHTUOWTOpaMu OeTa-akTamas; 1e(arocnopruHbl TPETHETO JINOO YETBEPTOTO TTOKOJICHHMS ),
C aKTUBHOCTBIO IIPOTHUB IPAMITOJIOKUTEIBHBIX U TPAMOTPHUIIATEIbHBIX OaKTEPHid, BKIIHOYAs
CHUHETHOMHYI0 manouky. [120, 122,123 ,153, 154,158].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB S).

Kommenmapuu: Bvibop cmapmoeoii mepanuu 3a8ucum om coMamuyecko20 cOCMOsHUS,
Pe3yIbmamos CKpUHUHea U npeouecmsayroue2o UHGEeKYuoHH020 aHamHe3a Nayuenma, a maxice
JIOKANIbHBIX  INUOEMUOLOUYECKUX OAHHbIX U peKomeHOayul. Beedenue npomueomukpoOHbix
npenapamog cucmemuozo Oeticmeus nayuenmam ¢ OIIJl  ocywecmeénsemcs monvko

BHYMPUBEHHO.

e Pexomennyercs Bcem namuentam ¢ OIJI u ¢peOpunpHO HelTponeHuei npu cTabuIbHOM
KIIMHUYECKOM COCTOSIHUEM (aIeKBaTHBIA ypOBEHb CO3HAHWS, HOPMAJBHBIC MOKa3aTeIn
TeMOJUHAMHUKH, OTCYTCTBHE KIWHUKM JIOKadbHOW WH(EKIWU) Ha3HaueHue Oera-
JAKTaMHBIX aHTHOAKTEPHATBHBIX MPENapaToB, MEHUIWIIHHOB: TiedamocnopuHoB (L[D)
TPETHET0, YETBEPTOTO MOKOJEHHUS JIMOO HIUNEpaIiInH/Ta300akTaMa B KOMOWHAIIUU C
amuHOTIMKo3uaamu. [117-119, 120, 122, 127, 129-131, 154, 158].

YpoBenb  yOeaurenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJILCTB — S)

Kommenmapuu: ﬂonoxmumeﬂbno Mooicem Obimb  GbINOAHEHO HAZHAYEeHUe aAHMUOUOMUKOS
2AUKONENMUOHOU CmpyKmypsl, 6 3aeucumocmu om KIUHUYECKOL KapmuHbsl, JOKAJTbHbIX
pekomem)auuﬁ u KoJloHuzayuu nayueHma. Hasznauenue Kap6aneHeM06 6 Kadecmee
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AHMUOAKMEPUATLHBIX NPENnaApamos CUCMEMHO20 Oelcmeus Nepeoll JUHUU O0OOCHOBAHO Y
RAYUEHMO8 C MANHCENLIMU UHDEKYUAMU, NPU NOPAXCEHUU OPIOWHOU, NapapekmanbHol ooaiacmetl,
npu pazeumuu cencuca. Moougpurkayuro aHmumMuxpoOHoOU mepanuu npo8oosm Ha OCHOBAHUU
KAUHUYECKUX —~ CUMNIMOMOS, — pe3yIbmamos UHCHMPYMEHMANbHbIX U MUKPOOUONOSUHECKUX
uccaeooganuii= Ilpu cmadbunrbHOM KIUHUYECKOM COCMOAHUU U OMCYMCMEUU 0YaA208 UH@eKyuU
00nyCmuMo NpoOOJdCeHUe CMapmosol aHMUOAKmMepuaibHol mepanuu 8 mederue 48—72-x
Yaco8, NOCKOAbKY JUXOPAOKA He A6IAemcs eOUHCMBEHHbIM —NnoKazamenem msicecmu
UHGeKYyUoHH020 npoyecca.

e Pexomenayercs nanuentam ¢ OII u nepcuctupyromeit ®H npu sMnmpuueckoi sckananuu
aHTHOAKTepUAIbHON Tepanuu YUUTBIBATh pe3yNbTaThl MHUKPOOHOIOTUYECKUX
(KyIbTypalbHbIX) HCCIIEOBaHUI Kajla Ha adpoOHble U  (aKyIbTaTUBHO-aHAIPOOHbBIE
MHUKPOOPTaHU3MBI JIJIs1 HA3HAYCHUS MPEIU3MOHHON aHTHOaKTepuanbHoi Tepammu [ 143].
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB —
5)

Kommenmapuu: [layuenmam ¢ KonoHusayuetl pe3ucmeHcmHulMu 6aKkmepusmu HeooXxooumo
HA3HAYeHue  npenapamos  2pynnvl  pezepea (6  coomeemcmeuu ¢ OAHHLIMU

AHMUOUOMUKOSDAMMDL).

e Pexomenayercs nanuentam ¢ OIIJI mpu passutum mnepcuctupyromeit ®H, tsoxenoin
UHQEKIMH, TMPU3HAKOB CENCHCa W CENTHYECKOro IIOKa Ha3HaueHHe OeTa-TaKTaMHBIX
aHTHOAKTepUANIbHBIX TPEnapaToB Hauboee MUPOKOTO CIEeKTpa ASUCTBUS (KapOareHeMOB) B
COYETAaHUM C AaMHUHOIJIMKO3UJAOM M BaHKOMMLMHOM™*, a manueHTaM ¢ W3BECTHOU
KOJIOHH3AIlMEN — mpenapartsl rpynmbl pe3epsa. [126,143,152-154,166].

YpoBenb yoeaurebHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB —
5)

Kommenmapuu: Ilpu pazsumuu msasxicenvix UHGEKYUOHHBIX OCIONCHEHUU U/UIU Ccencuca
anmubaKkmepuaibHvle NPEnapamsl HA3HAYAIOMCA 8 MAKCUMALLHBIX 003aX, NPeOnoYmumenbHoO
NPONIOH2UPOBAHHBIMU UHQDYIUAMU 6 CA3U C HApYWEHUeM KIUpeHca U nepepacnpeoeieHuem
arcuoxocmu 8 opeanusme. [lpenapamamu pezepenotl cpynnwl AGIAIOMCA KOTUCTUMEMAm Hampus,
NOIUMUKCUH B** mueeyuraun **, # yegpmonozan+[mazobaxmam] ot
yepmaszuoum+[asubaxmam] ** (8 nekomopwvlx cumyayusx 6 KOMOUHaAyuU ¢ a3mpeoHamom**)
[126-128,130,143].

e Pexomenayercss Bcem maummeHtam ¢ OIUI  mpoBeneHue — SMIUpPUYECKOM
npotuBorpudkoBoi Tepanuu [131, 133, 134, 156, 157].

YpoBeHnsb yoeaureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTebCTB -
3).

e Vmpexnaatonias NpOTHBOTPUOKOBas Tepanus peKOMEHI0BaHa BCEM IallMeHTaM C

OIlJl B CJIy4dac BbIABJIICHUA MPU3HAKOB MHBA3WUBHOI'O MUKO3a ITPpH MMPOBCACHUHU IMOJIHOT'O
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KOMIUTIEKCa JMarHocTudeckux obcnenoBanuii: KT opraHoB rpymHOW MONOCTH,
OpOHXOCKOMMM €  MOCIEAYIIUM  MHKPOOHOJOTHYECKHM  HCCIICOBAaHHEM
OpPOHXO0AIbBEONIIPHOMN JIABAXKHOM KUIKOCTU (B COOTBETCTBUU C MpUIOKeHUEM A3.4)
[131, 156, 157].

YpoBenb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 5).

Pexomenayercsi Bcem mamumentam ¢ OIIJl mpu pa3BuTHH KaHIWJASMHH/WHBA3UBHOTO
KaHAMJ103a HA3HAYEHUE TEPAIUN MPOTHBOIPUOKOBBIMH IperapaTaMi CUCTEMHOTO JeHCTBUS
[152, 153, 156-159]

YpoBenb yoenurteabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB

5).

Bcem manmentam ¢ OILJI u HeWTporieHnel u/uiam reMOANHAMUYECKON HEeCTaOUILHOCTHIO
JUIS JISYCHUS. KaHAUIEeMHUN (DITYyKOHA301** He pekoMeH10BaH [157].
YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB S).

[Ipn pasBuTuM uUHBa3MBHOIO acnepruiuiesa BceM namueHtam ¢ OIIJI  pexomenayercs
He3aMeJUIMTEIbHOE HAa4yajo Tepanuy NpOTUBOTPHOKOBBIMU MpenapaTaMyu CUCTEMHOIO JIeHCTBUS
[157-163].

YpoBeHs yoeauteabHocTH pekoMeHaanuil C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeNbCTB 5).

[Ipy pa3BuTMM WHBA3MBHOTO MYKOpMHKO3a BceM mnanueHtaM ¢ OIIJl pexomenayercs
He3aMeUIUTEIbHOE IPOBEeHHE KOMOMHUPOBAHHOW TEPAINUH, BKIIOYAIOIIEH MPOTUBOTPUOKOBBIE
IpenapaTbl CACTEMHOIO AEUCTBHSI U XUPYypruueckoe BMemareascTso [157, 164-166].

YpoBeHs yoeauTeabHoCTH pekoMeHaanuil C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeNbCTB 4).

e Pexomenayercsi Bcem mnauueHtam Miaame 18 ner ¢ OIUI mpu cHukeHUM ypOBHS
TpoMbormToB HIke 20x10°/1 60 mpu GoNee BEICOKUX TOKA3aTENSIX TPOMOOIUTOB TIPH
Haau4Yuu  Koaryimonatuu (runodupuHorenemusi, moBeimeane AYTB wu MHO)
reMOpPPAaruiecKkoro CHHApPOMa WM HUH(EKIHH TpaHCY3Hsl KOHLEHTpaTa TPOMOOLMTOB
[104,189].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YpoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

Kommenrapun: Jlioboe npossnenue ecemoppacuieckoco cuHopoma (nemexudanvHvle
8bICHINAHUSA, OCOOEHHO HA CAUZUCMOU NOJIOCMU PMA, HA Juye U nepeoreli NO8ePXHOCU 2Py OHOU

KiemKxu, 1obvle Kposomeuenuss) u/uiu nogvluieHue memnepamypol meia eviwe 37,5° C oadxce 6
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omcymcmeue — A6H020  ouaea  UH@eKkyuu, — mpebyem — BbLINOIHEHUS — MPAHCHY3uU
MpoMOOKOHYeHmpama 0asxce npu Koauyecmse mpomooyumos 6 nepugepuieckoii Kposu donee 20
x 10°/n. Ananoeuumnvie noxazanus Ons mMpanchy3uu MmpoMOOKOHYEHMPAMa npu noo20moeKe
nayueHma nepeo 8bINOJHeHUeM UHBAZUBHBIX NPOYeOYp.

s nposedenus nepeoii ¢hazvl UHOYKYUU U O/ 8bINOIHEHUS UHBASUBHBIX MAHUNYIAYULL
(11OMOANBLHOU NYHKYUU, Kamemepu3ayuu YeHmpaibHoU 6eHbl) YPO8eHb MPOMOOYUMOE OO0JIHCEH
6oimb  ne menee 30x10°/n. B nepuod annazuu KpoeemeopeHus nocie 106020 Kypca
NOIUXUMUOMEPANUU, eCU Hem KposomeyeHull u/uiu uHgexyui ¢ edpurbHoU Iuxopaokou -
MPOMOOYUMBL QONICHBL NOOOEPIHCUBAMBCA. HA Ypo6He He menee 15x10°/1. ITpu npucoedunenuu
unghexyuii ¢ ebpunbHOU TUXOPAOKOU U npu npumeneHuu Ampomepuyuna B** mpomboyumor
00N9HCHBL NOOOEPIHCUEAMbCA HA yposHe He menee 20 x10°/1.

Buipasicennas  kposomouusocms co cauzucmolx, Kposomeuenue 6 KKT, necounoe
KposomeueHue, KposousausHue 8 Mo32 — NOKA3AHUs K MPaHcqhys3uu mpomooKoOHyeHmpama npu

JIH0OBIX NOKA3AMENsX mpOM6OI4Mm06

o Pexomennyercs Bcem namuentam ¢ OIUI npu cHmwkenun remornoOuHa ke 70 r/m u
rematrokpute Menee 0,3 WM pa3BUTUM KIMHUYECKUX CHMIITOMOB aHEMHUYECKOTO
cUHApOMa (COHJIMBOCTh, TaxXWKapWs, OJMBIIIKA) TpaHCy3us SPUTPOLUTHONH MaCChI
[104,189].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)

e PexoMeHayeTcsi npu HaJIWYUMM HApyIIEHUH IUIa3MEHHOTO remocraza (Tumo- U

TUIIEPKOATYIIALNS) BHIIOJHEHUE TPAaHC(PY3UU KOMIIOHEHTOB KpoBH [ 190].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

Kommenrtapuu: [loxazanus u ob0vem mpaunc@y3uoHHOU NOOOEPIHCKU ONpeoensemcs
NOKA3amensamMu Koazyn02pammbl U KIUHUYECKOU CUmyayueli.

Tpancgysuu ceexnce3amopoNHCeHHOU NAA3MbL  NPOBOOAMCA  MOAbKO NPU  CEPbEe3HbIX
U3MEeHeHUsX & Koazynocpamme: ubpurozen menee 1 2/1, npompomobunoswlil unoexc menee 50%,

AYTB 6onee 55 cexyHo.

o PeKOMeH}]yeTCﬂ IMpru BO3BHUKHOBCHUU OCTPOTO WJIHM XPOHUYCCKOI'O 00J1eBOTO CUHpOMaA
YTOYHCHUC OSTHOJIOTHUU 6OJII/I; IpU BBIABJICHHUU OYara BOCHAJICHUA — TMPOBCIACHUC
HCO6XOI[I/IMI>IX MepOHpI/IHTI/Iﬁ 1o JICYCHHUIO oyara BOCIIaJICHUA COrj1aCHO

COOTBETCTBYIOIIIMM KIMHHUYECKUM PEKOMCHIAUAM (BKJ'IIO‘IEUI, npu HCO6XOILI/IMOCTI/I,
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XUPYPTUUECKOE JICUCHHE); TIPH HCKIIOYECHUU WHOEKITMOHHO-BOCIIAIUTEILHON TPUPOIBI
00JIeBOr0 CHHAPOMA PeKOMEHAYyeTCs MPOoBeIeHNE 00e300IMBaIOIIEH Tepaniy COTIacHO
CYHIECTBYIOIIUM TMPOTOKOJIaM 00€3007IMBaHUS (CM. COOTBETCTBYIOIINE KIMHHUYECKHE
PEKOMEHIAlIUK 1O  XPOHMYECKOM  O0nM, KIMHUYECKHE  PEKOMEHIAIUU  T0
AQHECTE3MOJIOTHH), B TOM YHCJIE, TI0 MOKa3aHUsM - C MPUMEHEHHEM HAPKOTHUYECKUX H
MICUXOTPOIHBIX JIEKAPCTBEHHBIX MPENapaToB, C y4€TOM BO3MOXKHBIX MPOTUBONOKA3aHUM,
CBSI3aHHBIX C IUTONEHUEH, MHBIMU KIMHUYECKUMHU cuTyarusimu [191].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)
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4. MeauuuHcKas peaﬁnﬂnTaum{, MEAUIIUHCKHC MMoKa3aHus H

NMPOTHUBOIIOKA3aHMA K IPUMECHCHHUIO METOA0B peaﬁn.ﬂnTaunn

[Mogxon x peabunuranuu W AucnaHcepHoe HaOmoneHue nanueHtoB ¢ OINJI. JlucmancepHoe
HaOJII0ICHNE BKJIIOYACT CHCTEMaTHYECKHE OCMOTPBI M LIEJE€HAIIPaBICHHOE Ja0opaTOpHOE U
MHCTPYMEHTAIIbHOE 00CIeI0BaHNe, HANPABICHHOE HA OLEHKY CTaTyca PEMHUCCHH OCHOBHOTO
3a00JIeBaHMs U BO3MOXKHBIX OCJIOKHEHUH, CBA3aHHBIX C IEPEHECEHHOM MOTUXUMHUOTEPATUEH.

Cneyuanvhvix memooos peaounumayuu npu OILJI ne cywecmayem.

o PexoMeHnayercsi npoBeieHrE peaOMWIMTALUN MPU BOSHUKHOBEHMM OCJIOXHEHHWH IOCIe
3aBepuieHus nporpammsl Tepanun OITJI B pamkax cooTBeTcTBYrOIMX HO300THi [170].
YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapuu: nocre okonuanus neuenuss pexomenoyemcs eecmu 300pogviil 0bpa3s
HCUZHU, UCKTIOYUMb UHCOTAYUIO.
IIpu nposedeHuu NOIUXUMUOMEPANUU BOZMOICHA KAPOUO-, 2enamo-, Heupo-, Hehpo- u

()pyzaﬂ MOKCUYHOCHb, nocneocmeus Komopoﬁ Mo2cym npoA6IAmMsvCs U nocje ee OKOHYAaHUAL.

5. IlpopuiiakTuka U JTUCHAHCEPHOE HADJII0leHHE, MeITUIIUHCKUE TIOKA3AHUS U

NPOTHBOINOKA3aHUSA K IPUMEHEHUIO MEeTO/I0B NPOPUIAKTUKHA

Ilepsuunas npogunakmuxa OILJl neso3modcHa 6 643U ¢ HU3KOU 0A3080U
3a60.16aeMOCMbIO U HEYCMAHOBIEHHLIMU NPUYUHAMU OOJIe3HU.
IIpogpunaxmuka peyuousa 3a60n1e6anus 0OCHOBAHA HA NOJHOM 6bINOJIHEHUU NPOMOKONA

mepanuu nepeoul IUHUU U NPOBEOeHUU Pe2YIAPHO20 OUHAMULECKO20 HADII0OeHUs

e PexoMeHayercsi ¢ LeJbH) MOHHTOPMHIA PEMHCCHMM B TEUEHHE MOJIEPKUBAOIIEH
Tepanuy BBITIOJIHEHHE 00IIero (KIMHUYECKOT0) aHar3a KpoBH 1 pa3 B mecsl.[7,8,186]
YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

e PexomeHnayercss ¢ TI€TBI0 MOHHTOPUHTA PEMHUCCHH TIOCIE OKOHYAHUS TEparuu
HaOJIFO/ICHUE BPAuOM-T€MAaTOJIOTOM H/HJIM BPauoOM-TIEIMATPOM TIO MECTY KHTEIbCTBA C
BBITIOJTHEHHEM HE00XO0MMOro o0bemMa 00CIeIOBaHUN CO CIEeNYIOIEH epUOMYHOCTHIO:
[7,186]

1) oOmuii (KIMHUYECKHI) aHaTu3 KPOBH C MOJICYCTOM JIEHKOIUTApHOU (hopMyIbl 1

pa3 B MecsI1 iepBbie 3 Mec., 3aTeM 1 pa3 B 6 Mec B T€UEHHUE 5 JIET;
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2) MOJEKYJISIPHO-OMOJIOTUYECKOE UCCIICA0BAHNE KPOBH HA BUPYC UMMYHOAE(PHUITATA
yenoBeka BHY-1 (Human immunodeficiency virus HIV-1), onpenenenue
anturena (HbsAg) Bupyca rematuta B (Hepatitis B virus) B kpoBu, onpeneneHue
antuten Kk Bupycy renatuta C (Hepatitis C virus) B KpoBu uepe3 6 MecsIeB Mmocie
OKOHYaHUS XUMHUOTEpaIuu;

3) aHaiM3 KpOBM OMOXMMHUYECKHI OOILETepaneBTUYECKH C OIICHKON albOyMuHa,
AJIT, ACT, JIATI', 6unupyOuHa (00ImIero u mpsiMoro), MOYEBUHBI U KpEeaTHHUHA,
dbepputrHa 1 pa3 B roj B TeueHUE 5 JIET;

4) OKI u sxokapauorpadus 1 pa3 B rog B TCUCHHE S JIET;

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)
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6. Opranuzanusi OKa3aHus MeJUIMHCKON MOMOIIH

IHoka3zanust AJ1s1 IVIAHOBOM rOCIUTAJIM3ALNM:

1) Ilomo3penme/ycranoBnenue aquarHo3a OJI

2) Huarnocrtuka peuuausa OITJI

3) IlpoBenenue ouepenHoro kypca XT B yCIOBUSAX KPYIVIOCYTOUYHOT'O CTallMOHApa

4) Ilporeaenue 3amnanupoBanHoit TT'CK

5) BeinonHeHue MIaHOBBIX XUPYPrUUE€CKUX BMEIIATEIbCTB,

6) BrIMoNHEHWE TUTAHOBBIX OJKCTPAKOPIMOPAIBLHBIX METOJOB OYHUIICHHS KpPOBU H

3aMECTUTEJIBHOW ITI0YEUHOU Teparuu

7) IIpoBeneHME 3aMECTUTEILHON TEMOKOMIIOHEHTHOM Teparuu

IMoka3anus 11 IKCTPEHHON rOCIUTAIN3ANMH:

Heotnoxubie cocrosinus y nanuentoB ¢ OIJI u npu nogo3pennn Ha OJI:

- neiikoruTos 6omee 100x10°/n

- (peOpunpHas TUXOpajKa U UHPEKIIMOHHBIE OCIOKHEHUS Ha (hOHE HEHTPOIICHUH TOCTIE
kypca XT

- TeMOpparu4ecKuil CHHIPOM

- TPOMOOTHYECKUE OCIIOKHEHHS

- HEOOXOAMMOCTb MpPOBEACHUS OSKCTPEHHOH 3aMECTHUTEIHbHOW TI'€MOKOMIIOHEHTHOMN
Tepanuu

- IpyTUe CUCTEMHbIE HAapYIICHUS, 00YCIOBIECHHbIE TEYEHHEM OCHOBHOTO 3a00JI€BaHU S WIIH
PE3BUBILKECS BCIEACTBUE IPOBEAECHHOIO JIEUEHUS

IMoka3anusi K BHIMKUCKE MAIHEHTA U3 CTAllMOHAPA:

1) BoccTaHoBNeHHe MoKasaTesell mepudepuyueckoil kpou (eikormTsl Gomee 1x10%/m,
rpanynonuts 6osee 0,5x10°/1, TpombonuTs 6omee 50x10°/71, reMorno6un — 6omee 80 1/11) mocie
ouepenHoro kypca XT

2) Hopmotepmus B TeueHue 3-5 CyTOK U OTCYTCTBHE HEKOHTPOJIUPYEMbIX HH(EKIIMOHHBIX
OCJIO’)KHEHUH B IOCIEKYPCOBOM IEPHOIE

3) KynupoBanue remopparuiaeckux OCI0KHCHHUH

4) KynupoBaHue TpOMOOTHUECKUX OCIOKHEHUN

5) KymupoBaHue CHCTEMHBIX HapYIICHHUS, OOYCIOBIEHHBIX TEYEHHEM OCHOBHOTO
3a00JIeBaHUs WIIM PA3BUBILIUXCS BCIEACTBUE MPOBEACHHOTO JICUCHHUSI.

3akiroueHrue O 1eIeco00pa3HOCTH TMepeBoaa O00JIBHOTO B MPOGUIBLHYI0 MEIUIIUMHCKYIO
OpPTaHHU3AIMI0 OCYIIECTBISIETCS TOCIE MPEIBAPUTEIHLHON KOHCYIhTAIMK TI0 MPEJOCTABICHHBIM
MEAMIIMHCKUM  JOKYMEHTaM W/WIA TPEABAPUTEIBHOIO OCMOTpa OOJIBHOTO  BpadyaMu

CHeHaINCTaMU MEIMIIMHCKON OpraHn3aliy, B KOTOPYIO IJIaHUPYETCs MEPEBO/I.
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7. JlonmosHuTeabHas UHGpopmanua (B TOM 4ucie (PaKTopbl, BIMAIOINE HA

HUCXO0/1 3200J1eBaHUsI UJIM COCTOSIHUA)

«MoJieky/JIsIpHO-HANIPaBJIeHHAS Tepanus

[Tporpecc B m3ydenun MmojekyinspHoro naroreneza OINJI npuBen k pa3paboTke HOBBIX
«MOJIEKYJIIPHBIX» NPENapaToB, T. €. MOJEKYJ, MEXaHU3M JECHCTBUS KOTOPBIX CBSI3aH C BIUSHHEM
Ha OeskH, (PYHKIMS KOTOPBIX U3MEHSETCS B pe3ybTaTe MyTallMM UM TPAHCIOKALUH (TapreTHOe
Bo3aciicTBue). Hampumep, reHeTmueckue W3MEHEHUs NPUBOAAT K MyTalusM B TIEHax,
AKTUBHPYIOIMX KacKabl TPAHCAYKIMM curHana (Hanpumep, LT3, KIT, RAS), k CIUSHUIO TEHOB
WIN MYTalysM, IPUBOAALIMM K MOBBIIICHUIO WIN YTHETEHUIO TPAHCKPUIILIMOHHONW aKTUBHOCTH
(manpumep, PML-RARA, RUNXI-RUNXITI, CBFB-MYHI11, CEBPA), x nHapymeHuto QyHKIIUN
I€HOB, BOBJICYEHHBIX B IiepeAady curHaina (Hanpumep, NPMI, NUPYS, NUP) wiu
TUIEPIKCIIPECCUM OHKONPOTEMHOB Ha mnoBepxHocTH kieTok OIUI. XoTs n1s HEKoTOopbIX
[penaparoB, JIEHCTBYIOIIMX Ha MOJIEKYJISIDHOM YypOBHE, M ObUla INPOJEMOHCTPUPOBAHA
spdextuBHoCcTh Tipu OIJI, yxe Ha cragmm KW ObI10 MOHATHO, YTO OOJBIIMHCTBO M3 HUX
HE00XO0/IMMO HUCIIOJIb30BaTh B COYETAHUH CO CTaHIApTHBIMH Ipenapatamu. B HacTosiiee BpeMs
npoBogutcst Oosboe ynciao KU mo msydenuto spdexruBnoctu npu OIJI m 6e3omacHOCTH

MpenapaToB U3 pa3INyYHbIX (hapMalleBTHUECKUX TPYIIIL.
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Kpurepuu oueHKH KayecTBa MeAUIUHCKON MOMOLIHU

MOKET OBITH BKJIIOYEH B KIIMHHYECKOE HUCCIICOAOBAHUEC, ITOCJIC

Yposenn Yposenn
JIOCTOBEPHO | yOeUTeIbHO
Ne (Kputepuu kavyecTBa CTH CTH
A0Ka3aTeJb [peKOMEeHIanH|
CTB 71
Y nanuenta c¢ nopo3penueM Ha OIIJl mnam npu nepBUYHOM
1. [mpueme nammenta ¢ OINJI BbimonHeH cOop kanod, aHaMHe3a U 5 C
OlLlIeHKa 0ObEKTHUBHOIO CTaTyca
Y nanuenta c¢ nopo3penueM Ha OIIl mnm npu nepBUYHOM
npueme naruenTa ¢ OILJI BeimonHeH oOmW (KIMHHUYECKUIA)
2. |aHamu3 KpoBU ¢ TUdGEPEHIIMPOBAHHBIM ITOJICYETOM JICHKOIIUTOB 5 C
(efikonuTapHiio  (GOpMyINbI) M HCCIIEJOBAaHHEM  YPOBHS
TPOMOOIIMTOB B KPOBH
Y nanuednta ¢ noxo3penueM Ha  OIIJI  BbIOIHEHO
3. |uuTONOrHYEeCcKOe u LATOXUMHYECKOE HCCIIEIOBAHUS 5 C
OITYXOJIEBBIX KJIETOK B ITyHKTaTe KM.
Y nanuednta ¢ nonxo3penueM Ha  OIIJI  BeIOIHEHO
4. [UMTOr€HETHYeCKOe  HUCClleZloBaHME  (KapuOTHUI)  acmupara 5 C
KOCTHOT'O MO3ra
Y nanuenta ¢ nopo3penreM Ha OIUI wnu npu nepBUYHOM
s npueme nanueHta ¢ OIUJI  BeImonHeH aHanu3  KpoBU s c
" |Groxummueckuit o0rmieTepaneBTUYECKU (KpeaTUHUH, OOIIUit
oeok, oomumii ounupyouH, JIJII)
6 Y mamuenta ¢ mogo3peHueM Ha OIJl BemonHeH oO0muMi s c
' (KTMHUYECKU) aHATTN3 CIIMHHOMO3TOBOM JKUJIKOCTH
Y namuenta ¢ noxo3speHueM Ha  OIIJI  BbImosHEHa
7. |peHtrenorpadus opranoB rpyaHoi kinetku u/mimm KT opranos 5 C
IPYAHOM MOJOCTU W/WIIK TOJIOBHOTO MO3Ta
g Y manueHra c BrepBble AuarHoctupoBanHbiM OILT, koTopslil He ; B
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3ABCPUICHUA BCCX AUATHOCTUUYCCKHX MCpOHpI/ISITI/Iﬁ IMPpOBCACHA

WHAYKIIMOHHAA TCpaIus

Y maunmenta c¢ BepudunupoBanueiM OINJI, momydaromero
Tepanuto U jpocrurwero [IP mocne MHAYKIMOHHOTO 3Tar)]

TCpalliy, BBINIOJIHCHA ITpOorpaMMa KOHCOJIU AU PEMHUCCUN

10.

Y maunmenta c¢ BepudunupoBanueiM OINJI, momydaromero
Tepanuto U jpocrurwero [IP mocne MHAYKIMOHHOTO 3Tar)]
Tepanuu, MPOBEJICHA KOHCYJIbTAlUs B TPAHCIUIAHTAMOHHOM
[ICHTpEe I  pElIeHUs BONpoca O  BO3MOXKHOCTH U

1enecoodpasznoctu BeimonaHeHus amio-TKM/ammo-TI'CK

11.

Y  nanMeHTa, IMOJMYYarOLIero  TEpalui0 [0  IIOBOAY)|
BepudunupoBansoro OIJIL, mocne oxkoHuanust | U 2 Kypcos
WHAYKIAH pemuccuu IIPOBEJIEHO LUTOJIOTUYECKOTO

MCCIIe0BaHMS Ma3Ka KOCTHOTO MO3ra (MHEJIOrPaMMBbl)

13.

Y  nanueHTra, TOJYYarolIero  TEpanvi0 MO  TOBOAY
BepuduimpoBannoro OITJI, mocie okoHYaHWsS] KOHCOJIHAAINN
PEMUCCHH IPOBEACHO LUTOJIOTMYECKOE HCCIEAOBAHUE MAa3Ka|
KOCTHOTO Mo3ra (Muenorpammbl) u ompeneneane MObB ¢
[MOMOIIIbIO MOJIEKYJIIPHO-T€HETUUECKOTO UcCIe0BaHUs

(A27.05.001).

14.

Y  manueHTa, IOJYYalOLIEro  TEpalmuil 10  IOBOAY
BepudunmpoBannoro  OIUJI, mocne 3aBepuieHust  Bceit
[IPOrpaMMBbI Tepanuu IIPOBEACHO LIATOJIOTUYECKOTO

HCCIIe0BaHMS Ma3Ka KOCTHOTO MO3ra (MHEJIOrPaMMBbl)
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IIpunoxenune Al. CocraB padoueii rpynnsl

Macuan A.A. - I1.M.H., aupektop HMHCTHTyTa remMaToJIOTMH, MUMMYHOJIOTUM M KIJIETOYHBIX
texnosioruii ®I'bY «HMUILL AI'ON um. [Imutpus Porauea» MunsapaBa Poccun, mpodeccop
Ka(eaphl reMaToNIOTHH, OHKOJIOTHH U JTYy4€BOH Tepanuu neanatpudeckoro gaxkyiabrera PHUMY

uM. H.W. ITuporosa M3 P®

AunelinukoBa O.B. — n.m.1H., mpodeccop, wien kopp. HAH benapycu, 3aBenyromiuii oTaenom mno

pcain3an HAlIMOHAJIBHBIX U MCKIYHAPOAHBIX ITPOCKTOB 110 I[GTCKOﬁ IréMaTOJ0Ind 1 OHKOJIOTHH

OI'BY «HMUILL AI'OU um. Imutpust PoraueBa» Munsapasa Poccun

Macuan ML.A. - 1.M.H., 3aM. reHepaiibHoro aupekropa ®I'bY «HMUIL AI'OU um. Imutpus
PoraueBa» MunsnpaBa Poccun, mpodeccop kadeapbl reMaToNOrud, OHKOJIOTMH U JIy4€BOM
Tepanuu npodeccop Kadenpsl reMaToNOruu, OHKOJIOTUH M JydeBodl Teparuu PHUMY wuwm.
H.N.ITuporoa PHUMY wum. H.W. [TuporoBa M3 P®, unen Poccuiickoro odmiecTBa IeTCKUX

OHKOJIOT'OB H IT'€MaTOJIOI'OB

HoBuukxoBa I'.A. - n.M.H., Hayunblii pykoBogutens OI'bBY «HMUI AI'OUN um. dmutpus
PoraueBa» MunsnpaBa Poccun, mpodeccop kadeapbl reMaToNOrud, OHKOJIOTMH U JIy4€BOM
Tepanuu Tpodeccop Kadeapbl TeMaTOJIOTHH, OHKOJOTHH M JiydeBor Teparmmu PHUMY wnwm.

H.U.ITuporosa PHUMY um. H.W. ITuporosa M3 PO

IMonma A.B. — 1.M.H., 3aBeIyIOIIHIA OT/IEJIOM SITHUEMHOJIOTHH U UCCIIETOBAHUS MO3THUX YP(PEKTOB
y ZeTel, mepeHecmux oHKojornyeckoe 3aboneBanue OI'bY «HMUIL JAT'OU um. Jmutpus
PoraueBay» Munznpasa Poccun, npodeccop kadeapsl mponeaeBTHKA AeTCKuX 6ose3neit PHUMY

uMm. H.W. ITuporosa M3 P®

CogonoBa I'.I'. — K.M.H., 3aMeCTUTEIH TJIABHOTO Bpaya 1Mo MHPEKIMOHHOMY KOHTpoio OI'BY

«HMMUILL AI'OU um. Imutpus PoraueBa» Mun3zapasa Poccun

PymsnueB A.I'., n.m.H., akanemuk PAH, npesunent ®I'BY «HMUIL AT'OU um. mutpus
PoraueBay Mun3znpaBa Poccun, mpodeccop kadeapbl reMaToIOTHH, OHKOJOTHH W Jy4eBOH

Tepanuu neauatpudeckoro ¢akynbreta PHUMY um. H.U. [Tuporosa

Banues T.T. - 1.M.H., 3aBenyromuil oraenenueMm remaronorun HUW Jlerckoli OHKONIOTHHU U
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CagoBckas M.H., Bpay-remaronor OTHEJCHHs IeTCKOi Tremaronoruu/oHkonoruu OI'BY

«HMUL AI'ON um. Imutpusi PoraueBay Munsapasa Poccun

AOpocumoB A.b., K.M.H., 3aBeAYIOIIUN OTAEICHUEM-BpPa4Y-reMaToJIor OTACJICHUS JICUCHUS] U
peadbunuTay MaueHTOB UMMYHOTE€MATOJIOTHYECKOTO MPOPMIST U PEIUIMUEHTOB CTBOJOBBIX
KJIETOK, CTaplIMii Hay4HbIH COTpPYAHMK jJaboparopuu (papMakoJOTHH U OICHKH TEXHOJOTHM

3apaBooxpanenuss PI'bY «HMUIL AI'OU um. Imutpust Porauesa» Munsznpasa Poccuu

KoHhJIHKT HHTEPECOB OTCYTCTBYET
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IIpunoxenune A2. MeronoJiorust pa3padoTki KJIMHUYECKHX PeKOMEHIAUH

Ienepast aviuTopus KINHUYECKHUX PEKOMEHIAIIMIA:

1.

nok WD

Bpauu-remarouioru;

Bpauu-onkosnory;

Bpauu- nenuatpsr;

Bpaun- aHeCTE3M0I0TN-PEaHNMATOJIOT

Bpauu-knnHudeckue GpapmMakosory.

Metonosorus coopa 10Ka3aTeabCTB

MeToapl, UCIIOTIB30BaHHBIE 17151 cOOpa / CeNEeKIMH J0Ka3aTeNbCTB:

[Tonck my6nukanuii B cieuagIu3upOBaHHbIX NEPUOJINYECKUX NTEYATHBIX U3/1aHUSAX;
Ilouck B 3JIEKTPOHHBIX 0a3aX TaHHBIX.

ba3bl naHHBIX, HCTIOIB30BAHHBIX JUISI COOPa / CENEKIINH TOKAa3aTeIbCTB:

JlokazarenbHO 0a30i I pEeKOMEHJAIMK SBIAIOTCA ITyOJMKAIMM, BOLICIIINE B
KoxpaitHoBckyto 6ubmmoreky, 6a3bl manapix PUBMED u MEDLINE. I'ny6una moucka
cocrasisina 30 jer.

MeTo/1b1, NCIIOJIB30BAHHBIE JUISI aHATIN3a J0Ka3aTeIbCTB!

. O0630pbI OIyOIMKOBaHHBIX METa-aHAJIN30B;

. Cucremaruueckue 0030pbI ¢ TAOJIUIIAMH JOKA3aTEIbCTB.

MeToapl, UCIIOIB30BaHHBIE [JI KAYECTBA U CHJIBI JOKA3aTEIIbCTB:

. KoHceHncyc 3kcnepToB;

. OneHka 3HaYMMOCTH J0Ka3aTeNIbCTB B COOTBETCTBUU C PEUTHMHIOBOM CXEMOM

JI0OKa3aTeNbCTB (Tabn. A2.1-A2.3).

Taoauma A2.1. IIkana ouneHkM ypoBHe#ll aocToBepHOCTH aokazareabcTB (YI) nuas

METOA0B JTUATHOCTUKH (}_II/IaI‘HOCTI/I‘leCKI/IX BMeIIIaTe.]'IbCTB)

YA | PaciimdpoBka

1 Cucremarndeckue 0030pbl UCCIICIOBAHUN C KOHTPOJEM peepeHCHBIM METOJOM WITH
cucTeMaThyeckuii 0030p PaHIOMU3UPOBAHHBIX KIMHMUYECKUX HCCIEIOBAaHUN C
MNPUMCHCHUCM MCTa-aHaJIN3a

2 OTnenbHBIE HCCENOBAaHUS C KOHTPOJEM pe(epeHCHBIM METOJIOM WU OTIENIbHbIE

PaHIOMU3UPOBAHHBIE KIMHUYECKHE MCCIEIOBAHUS M CUCTEMaTHYecKue 0030phbl
UCCIIeIOBaHM  J000ro  jAM3aifHa, 3a  HMCKIIOYCHHEM  PaHIOMH3MPOBAHHBIX

KIIMHUYCCKHUX PICCJIG,Z[OB&HPIP'I, C IPpUMCHCHHUCM MCTa-aHaJIn3a
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HccnenoBanust 0e3 MOCIEIOBATENBHOTO KOHTPOJIA pPePEepeHCHBIM METOIOM HIIU
UCCIIEIOBAaHUS C pe(EepeHCHBIM METO/IOM, HE SBISIONIMMCS HE3aBUCHUMBIM OT
HCCIEAYEMOr0 METOa MJIM HEPAHIOMU3UPOBAHHBIC CPABHUTEIBHEIC UCCIIEN0BAHNS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHMA

HeCpaBHI/ITeHLHBIe HCCIICAO0BaHUA, OITMCAHNEC KIIMHUYCCKOIO Cly4das

Hmeercst auip 000CHOBaHNE MEXaHU3Ma I[CFICTBHSI HJIM MHCHHC SKCIICPTOB

Tadauma A2.2. lllkana oumeHkM ypoBHe#l J0cTOBepHOCTH AoKa3ateabcTB (YY) nas

MeTO/I0B NMPOPUIAKTHKH, JedeHUs U peaduauranuu (MpopuIaKTHYECKHX, Je4eOHbIX,

peaduIMTAIMOHHBIX BMEIIATEIbCTB)

YA | PacummdpoBka

1 Cucremarnueckuii 0630p PKU ¢ npuMenennem meTa-aHanm3a

2 Otnenbubie PKU u cuctematnueckue 0030pbl HCCIENOBaHMK JIOOOTO Iu3aiiHa, 3a
uckimouenneM PKU, ¢ npuMmeHnennem mera-aHanusa

3 HepannomusupoBaHHblE  CpaBHUTEIbHBIE  HCCIENOBAaHUS, B  T.4. KOTOPTHBIE
MCCIIEJOBAHHUS

4 HecpaBHuTENbHBIE UCCIIEIOBAHNS, ONTMCAHUE KIMHUYECKOTO CIIy4asi WIIM CEpUU CIIyvaes,
HCCJIEIOBAHMS «CIy4al-KOHTPOIb

5 HNmeercs nuimb 000CHOBAaHWE MEXaHHW3Ma JCHCTBHS BMEMIATEIBCTBA (IOKIMHUYCCKUC
MCCJIEIOBAHMSI) MM MHEHHE KCIIEPTOB

Tabnmuna A2.3. IlIkajna ouneHkH ypoBHeil yOeauteabHocTH pexkomenpanuili (YYP) nns

MeTO/I0B NMPO(PUIAKTHKH, THATHOCTUKH, JeYeHUs U peaduauTauum (MpouaiakTHYecKux,

AMATHOCTUYECKUX, Je4eOHbIX, peaduJIuTAINOHHBIX BMEIIATEIbCTB)

YYP Pacumdgponka

A CunbHas pekoMeHnanus (Bce paccMaTpuBaeMble KpuTepud 3(PQPEeKTUBHOCTH
(ucxonpl) SBIAIOTCA BaXXHBIMH, BCE HCCIIEIOBaHUS HMMEIOT BBICOKOE WU
YIIOBJIETBOPUTEIBHOE  METOJNOJIOTUYECKOE  KAayecTBO, HUX  BBIBOJBI 110
MHTEPECYIOIINM UCXO0/1aM SIBJIIIOTCS COITIaCOBAaHHBIMM )

B YcnoBHas pekoMeHIanus (He BCe paccMaTpuBaeMble KpUuTepuu 3pGEKTUBHOCTH

(I/ICXOI[BI) SABIIAKOTCA BaXHBIMH, HC BCC HCCICOAOBAHHA HMCIOT BBICOKOC HIIN
YAOBJIECTBOPUTCIIBHOC MECTOAOJOIMYCCKOC KadECTBO 150070107 QD 0.4 BBIBOABI IIO

HHTCPCCYIOIIUM UCXOAaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)
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C Cnabas pexomeHaIus (OTCYTCTBUE T0KA3aTeIbCTB HAIISKAIIETO KauecTBa (Bce
paccMaTpuBaemMble KpUTEpHH dPPEKTUBHOCTU (MCXO/IbI) SABISIOTCS HEBaKHBIMU,
BCE UCCIIEJOBAHUS UMEIOT HU3KOE METO0JI0IMUECKOE KaUeCTBO U UX BBIBOJIBI IO

HHTCPCCYIOIIUM UCXOAaM HE SABJIAIOTCA COFJ'IaCOBaHHBIMI/I)

Iopsaok 00HOBIeHNS KIMHUYECKHX PEeKOMEH/Ialuii.

AKTyanu3amusi MpOBOJUTCS HE PEXEe YEM OJMH pa3 B TPU roja ¢ y4eTOM MOSBUBLICKCS
HOBOU MH(MOpPMAITNU O TUATHOCTHUKE U TAKTUKE BEACHUS ManueHToB, cTpagatomux OILJI. Pemenue
00 oOHOBJeHHMH TpuHMMaeT MuH3apaB Poccuu Ha OCHOBE MPEIOKEHUH, MPEICTaBICHHBIX
MEAUIIMHCKUMH MPOPECCHOHANTBHBIMU HEKOMMEpUYeCKUMH opranuzanusmu. ChopmupoBaHHBIC
NPEUIOKEHUST JTOJDKHBI  YUUTBIBATH  PE3YJbTaThl KOMIUIEKCHOM OIEHKH JIEKAPCTBEHHBIX

IpenapaToB, MEAUIIMHCKUX U3JIEIHH, a TAKXKe Pe3yJbTaThl KIMHUYECKOM arpoOarui.
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IIpunoxenue A3. CipaBo4yHbIe MaTepPHAJIbI

IMpuaoxenne A3.1. [MarHocTuyecKHe TeCTbl U HCCJIEN0BAHHS, NMPUMEHseMble Yy

NMalMeHTOB BlepBble BbisiBJIeHHbIM OILJI

Iloka3arennb

HUccaenosanus

Heo0xoaumocTts
NPOBEAEHUS

HcCCIcJ0BaHuA

HccnegoBanusi,
HEOOXOIMMBIC
TS
YCTaHOBJICHUS

ar’Ho3a

OO6muit
pasBepuythiii (B03.016.002)

(KTMHUYEeCKUM)  aHalu3  KpPOBU

Ha

HI/ITOJIOF NYCCKOC HUCCICIOBAaHUC Ma3sKa

KOCTHOTO Mo3ra (Muenorpamma) (A08.05.001)

Ha

HI/ITOJIOF NMYCCKOC HCCICAOBAHUEC OTIICYATKOB

TpenanoobuonrTara KoctHoro mo3ra (A08.05.017)

ITo noka3aHusam

NmmyHOQEHOTHIIHPOBAHHE TE€MOMO3THYECKUX

KIICTOK-IPCAMICCTBCHHULL B KOCTHOM MO3TC

(A08.05.018)

[utorenernveckoe uccienoBaHue (KapHOTHII)

(A12.05.013)

Ha

MonexkyJIsipHO-T€HETUYECKOE

(15;17) B

HCCIIEOBAHNE
TpaHCIOKAITUH OHMOIICUITHOM

(ormeparmoHHOM) Marepuae METOI0M
droopecnienTHoN rubpuanzany in situ (FISH)

(A27.30.097)

ITo noka3aHusam

Onpenenexnue

(xommmuectBeHHOE) (A27.30.103)

AKCIPECCUU pML-RAR-a

Ha

CrnumaHoMo3roBast myHKIwms (A11.23.001)

Tlocie HOpMaJu3aluu

reMocrTa3sa

HeobOxoaumeie

ncciacagoBaHus

COop anamHe3a W XKaloO mMpu 3a00JIEBaHUSIX

opraHoB kpoBeTBopeHus U kpoBu (A01.05.001)

Ha

AHanmm3 KpoBH OMOXHUMHUYECKUI
obmerepaneBTuueckuii (B03.016.004),

Ha
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10

JICUCHUA

Havajia

HccnenoBanue KoaryasiiiuOHHOTO TEMOCTa3a)
(B03.005.004)

HccnenoBanue Mouun Ha  XOpuoHMUYeckui | [la
ro"anotponuH (A09.28.029)
MonexkyJIspHO-T€HETUUECKOE UCCIIEN0OBaHUE Her
TUCTOCOBMECTUMOCTH

(HLA oro pazpemieHust npu moMoIu
CEKBEHUPOBaHM) I 1moadopa

HEPOACTBEHHOI'O JOHOPa KOCTHOI'O MO3Ta
(A27.05.041)

MonekynsipHo-Ononiornueckoe uccnenoBanue | [la
KpOBHU Ha BUPYC Ie€NaTuTa

B (Hepatitis B virus) (A26.05.020),
MonexkynspHO-010JIOTHYECKOE UCCIIEIOBaHHE

KpOBU Ha BUPYC renaTura

C (Hepatitis C virus) (A26.05.019),
MonekyasipHO-0H0I0rHYecKOoe UCCIeI0BaHNE

KpOBHU Ha BUPYC

ummyHoAeduiuTa yenoeka BUU-1 (Human
immunodeficiency virus

HIV-1) (A26.05.021)

Pentrenorpagus nerkux (A06.09.007) Ha
KoMmmprorepHass ToMmorpadusi opranoB rpyaHoit | [a
MIOJIOCTH (A06.09.005), KomnerotepHas
ToMorpadust rojoBHOro Mo3ra (A06.23.004),
Perucrpanus Ha
anekTpokapanorpammbi(A05.10.006),,xokapau
orpadus (A04.10.002)

[Tonyuenue T€HETUYECKOT 0 Marepuaia | PekomenaarensHo
(cymmapnoit kierounoit JIHK)

U3 OMOJIOTMYECKUX OOBEKTOB U CIIEI0B, U3bSTHIX

C MECT HECHYACTHBIX

CIy4yaeB WJIM HEPaCKPBITHIX MPECTYIUICHUH, U
XpaHEHHUE MpenapaToB

JIHK (B03.045.039)

MonexkyJIsipHO-T€HETUYECKOE uccnenosanue | PekomengaresnsHo

mytaruu reda FLT3 (fms-
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nojo0Hass TUPO3WH-KMHA3a TPETHEro THMA) B

KocTHM M03re(A27.05.014)
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IIpunoxenue A3.2. MojieKyJISIpHO-TeHETHYEeCKHE NPOrHOCTHYeCKUEe (haKTOpPBbI
pucka npu OILJI

Tabmuna A3.3. MonekynsipHO-reHeTH4Yeckre U kinHudeckue npusHaku OIJIL, paspenstomue

NaIMEeHTOB Ha OJaronpHuATHYIO U HeOJIaronpHusITHYIO IPOTHOCTHYECKHUE IPyMIibl [44]

[{uTorenerTnueckne MonekynspHbie

Knuanueckue hakTopsl
MapKephbl MapKephbl

braronpusTHbIE MPOrHOCTHYECKUE (DAKTOPBHI:

t(15;17)(q24.1;921.2) |PML-RARa Heratusubie mapkepst MOb

Heb6naronpusiTHble IPOrHOCTHYECKHE

(bakTopsI:
Bropuunsiii OITJI
t(11;17)(q23;921) ZBTB16-RARa  |Jleiikonuros >10x10%/n
t(17;17)(q21;921) STATS5B-RARa. |[lepcuctenuus mapkepoB MOD nocne 2-x KypcoB

KOHCOJIUJIALMK WM [epel MOAAECPKUBAIOLIEN

Tepanuei
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Ipuioxkenne A 3.3 JInarHocTika MHPEKIUOHHBIX 0CJI0KHEHU I
Tadoauua A 3.4

Ha3zBaHue uccjieqoBaHusi | Kox HMY
Hccnenopanns xugkoctu BAJI, Tpaxeo-0poHXHATBLHOIO acUpaTa

MUKpPOCKONMYECKOE UCCIIeIOBAHNUE JIABAKHOM JKUAKOCTH A12.09.011

MHuKpOCKOIIYECKOe UCCIICIOBAaHNE OPOHXO0AIBBEOSIPHOI JTaBaXKHOM SKUIKOCTH Ha TPUOBI (IPOKIKEBBIC U A26.09.027

MHLEITHATBHBIC)

Miukpockonnyeckoe uccie10BaHiue OpOHX0aIbBEOJIIPHOH TaBAKHOM )KUAKOCTH HA MUKOOAKTEpUi A12.09.091

Tybepkynesa (Mycobacterium tuberculosis)

MuxpoOuosorndeckoe (KyJbTypajIbHOE) HUCCIIEA0BAHNE OPOHX0AIBBEOISIPHON JIaBAXKHOM KUAKOCTH Ha UCTHl | A26.09.035

naesmonuct (Pneumocystis carinii)

Muxkpobuonorudeckoe (KyIbTypaIbHOE) HCCISAOBAHIE JIABAXKHON JKUIKOCTH Ha a3POOHBIE U A26.09.011

(aKyIbTaTHBHO-aHAPOOHBIC MUKPOOPTaHU3MBI

Muxkpobuonorudeckoe (KyIbTypalbHOE) HCCIeI0BaHIEe OPOHX0aIbBEOIIPHON JIaBaXKHOH KUAKOCTH Ha TpuObI | A26.09.030

(Ipo>kKeBbIE U MULICTHIIbHbIC)

MornekynspHO-0HOIOrHIeCKOe HCCIeA0BaHIe OPOHX0ATbBEOIISIPHOMN JTaBaXKHOIT XKUAKOCTH Ha pecriupatopHo- | A26.09.017

cuHTHIHMANbHbIH BUpyc (Respiratory Syncytial virus)

MornexynsipHO-0H0JIOTHIECKOe NCCIIEA0BaHNE OPOHXO0AIBBEOJIIPHOM JTaBayKHOH )KUIKOCTH Ha aJICHOBUPYC A26.09.018

(Adenovirus)

MonexynsipHO-0HOJIOTHIECKOe NCCIIeA0BaHIE OPOHXO0AIBBEOJIIPHOM JTaBayKHOH )KUIKOCTH HAa BUPYC TPHIIIA A26.09.019

(Influenza virus)

MonekynspHO-0HOIOrHIEeCKOe NCCIIe0BaHHE OPOHX0AIbBEOISIPHOM JTaBayKHOM )KUIKOCTH Ha A26.09.055

meranHeBMoBupyc (Human Metapneumovirus)

MornexysipHO-0HOJIOTHIECKOe NCCIIeA0BaHIE OPOHX0AIBBEOJISIPHOMN JTaBasKHOH KUAKOCTH HAa BUPYCHI A26.09.056

naparpunmna (Human Parainfluenza virus)

MonexynsipHO-0HOJIOTHIECKOe NCCIIeA0BaHNE OPOHXO0AIBBEOIIPHOM TaBayKHOH )KUIKOCTH Ha PHHOBUPYCHI A26.09.057

(Human Rhinovirus)

MounekynspHO-0HOIOrHIEeCKOe NCCIIeA0BaHIE OPOHX0AIbBEONIIPHOM JTaBaXKHOM )KUIKOCTH Ha OOKaBUPYC A26.09.058

(Human Bocavirus)

MonexysipHO-0H0JIOTHIECKOe NCCIIeN0BAHIE OPOHX0AIBBEOIISIPHOM JTaBasKHOH JKUAKOCTH Ha KOPOHABHPYC A26.09.060

TOPC (SARS-cov)

MornexysipHO-0M0JIOTHIECKOe NCCIIeI0BaHIEe OPOHXO0AIBBEOIIIPHO JTaBayKHOM skukocTH Ha Mycoplasma A26.09.062

pneumoniae

MornekynsipHO-0HOIOrHYecKOe HeCiIe0oBaHle OPOHX0aIbBEOIIPHOM JaBakHOi xuakoct Ha Chlamydophila | A26.09.063

pneumoniae

MonexysipHO-0H0JIOTHIECKOe NCCIIE0BAHIE MOKPOTHI, OPOHX0aIbBEONISIPHON JIaBAKHOH KUAKOCTH Ha A26.09.071

mromeranoBupyc (Cytomegalovirus)

MornexysipHO-0H0JIOTHIEeCKOe NCCIeA0BaHIE OPOHX0AIBBEOIISIPHON JTaBaXKHO KUAKOCTH, MOKPOTEI, A26.09.072

9HJ0TpaxeaNbHOro acnupara Ha Pneumocystis jirovecii

MonekyispHO-0HOIIOTHYECKOE HCCIIEIOBAHNE MOKPOTHI, OPOHX0ATbBEOIIPHON JIAaBaYKHOU KUJIKOCTU MU A26.09.080

MIPOMBIBHBIX B0l OpoHxoB Ha Mycobacterium tuberculosis complex (MukobakTepun TyOepKyesa)

MornexysipHO-0H0JIOTHIECKOe NCCIIEA0BAHIE MOKPOTHI, OPOHX0aIbBEOISIPHON JIaBAKHOH KHUAKOCTH M A26.09.081

MIPOMBIBHEIX BOJI OpoHX0B 1y auddepenHnnanun BuaoB Mycobacterium tuberculosis complex

(M.tuberculosis, M.bovis, M.bovis BCG)

MuxpoOuosnorndeckoe (KyJlIbTypajbHOE) HCCIIe0BaHNE OMOMNTATa JIETKOTO Ha JIETMOHEITY ITHEBMOHUH A26.09.008

(Legionella pneumophilia)

Onpenenenne anturena Bo3oyaurens gernoneiuiesa (Legionella/pneumophila) B moue A26.08.010
Omnpenenenne MeTaboJINTOB TpHOOB (TaslakTOMaHHaHa) B xkuaxkoctu BAJI, kpou A26.30.007
HccnenoBanus Ma3KoB CO CIM3UCTOH 000JI0UKH POTOTIIOTKU
MonexysipHO-0H0JIOTHIECKOe NCCIIEI0BAHIE MAa3KOB CO CIIM3UCTON 000JI0UKH POTOTIIOTKY Ha BUpyc rpumma | A26.08.038

(Influenza virus)

MosnekyspHO-0HOJIOTHYECKOE UCCIIEIOBAHUE MA3KOB CO CIIM3UCTOM 000JI0UKH POTOTIIOTKH Ha A26.08.039
pecnupatopHo-cuHuMTHANBHBIN Bupyc (Human Respiratory Syncytial virus)

MornekysipHO-0HOJIOTHIECKOE NCCIIEA0BAHIE MAa3KOB CO CIIM3UCTON 000JI0UKH POTOTIIOTKH Ha aJICHOBUPYC A26.08.040
(Human Adenovirus)

MonekyIspHO-0HOIIOTHYECKOE HCCIICIOBAHUE MA3KOB CO CIIM3UCTOM 000JIOYKH POTOTIOTKH Ha A26.08.041
meranHeBMoBupyc (Human Metapneumo virus)

MonekyspHO-0HOIOTHYECKOE UCCIIeIOBAHUE MA3KOB CO CIIM3UCTOM 000JI0UKH POTOTIIOTKH BUPYCOB A26.08.042
naparpunmna (Human Parainfluenza virus)

MornexysipHO-0H0JIOTHIECKOe NCCIIEA0BAHIE MAa3KOB CO CIIM3UCTON 000JI0UKH POTOTJIOTKH Ha PUHOBHPYCEHI A26.08.043
(Human Rhino virus)

MonexysipHO-0HOJIOTHIEeCKOe NCCIIEA0BAHIE MAa3KOB CO CIIM3UCTON 000JI0UKH POTOTIIOTKH Ha OOKAaBUPYC A26.08.044
(Human Bocavirus)

MonekysapHO-0HO0JIOTHYECKOE HCCIIEIOBAHNE MA3KOB CO CIIM3UCTOM 000JI0YKH POTOTJIOTKH Ha KOPOHABUPYC A26.08.046
TOPC (SARS-cov)
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Ipuioxkenue b. Airopurmsl 1eHCTBUH Bpaya

NevyeHwe B paMKax NpoTokona
KNMUHWYECKOro WccnenosaHnA

Y h

MNponomknTe
JMArHOCTUHECKMIA NOMCK

Owarnos OMI eepuctuUmuposan

Y4yacTve B KNWHWYECKHX MCCNeqoBaHMAx

MHOYKUMA pEMUCCHH

FeMmuccHA OOCTUIHYTA

MpononXeHWe Tepanydui No NPoToKoNY
KoHCONWAaaLUMA PEMUCCHK

TepanuA pedpakTepHbx thopm

TICK

Ipynna BLICOKOMD pycka

Her

MpooomkeHwe npoTokona TrcK
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Hpuiaoxenue B. Undopmauus 14 namueHra

OcCTpblif MUETOUIHBINA JICHKO3 — PEIKOE 3I0KaYeCTBEHHOE 3a00JIeBaHUE KPOBETBOPHOM TKaHH,

XapaKTePU3YIOIIAsAC HEKOHTPOIUPYEMOH mponudeparueii, HapymenueM AuQQepeHInpOBKH

Y HaKOTJIEHUEM B KOCTHOM MO3Te U nieprudepruieckoil KpoBH HE3PEbIX TeMOIOAITHUYECKUX KIETOK

[Ipu pasButum OIIJl mopakaroTcsi Bce oOpraHbl M CHUCTEMBI, T.K. 3a00jeBaHUE HOCHUT

TeHepaTM30BaHHbIN (pacnpocTpaHeHHBINH) XapakTep. B KiuMHHuYeckol KapTuHe 3a0o0jeBaHMA

npeoOiafaloT CHUHAPOMBI, CBSI3aHHBIE C TPOTPECCUPYIOIIMM HapacTaHUEM KOJIMYEeCTBA

3JIOKQYECTBCHHBIX KJIICTOK B KOCTHOM MO3T€, a TaKXKE B IICUCHHU, CCIC3CHKE, TaK K€ BO3MOXHO

nopaxxkenne [THC u apyrux opranos u cucteM. Hanbosnee gactoe nposiBjieHue 3a001€BaHUS

1)

2)

3)

4)

5)
6)
7)

JIuxopanxka.

[ToBermenne TemmnepaTtypsl Tena Boire 38,0C MOXET ObITh TIEPBBIM M €JMHCTBEHHBIM
MPOSIBJICHUEM 3a00JIEBaHMS, B CBS3W C HaJMYHMEM OJACTHBIX (OIyXOJIEBBIX) KIETOK,
BBIICTICHUEM WX TPOIYKTOB >KU3HEIEATEIBHOCTH, a TaK K€ B CBSI3H C Pa3BUTUEM
MH(EKIIMOHHOTO TpoIiecca

NudexunonHbIil mporecc (aHrMHa, CTOMATUT, THEBMOHUS U IP.) Pa3BUBACTCS B CBS3H
C BBITECHEHHEM OJaCTHBIMU KJIETKaMH KJIETOK HOPMAaJbHOTO KPOBETBOPEHMS —
JIEHKOIIUTOB/HEUTPO(DUIIOB, 3AIHINAIOIINX B 3TOPOBOM COCTOSTHUM OPTraHU3M PeOCHKA
oT 6aKTepHaIbHON U rPUOKOBOI MH(pEKINU

I'emopparnueckuii CHUHAPOM (KPOBOTECUEHUS, TOSBICHHS CHHSKOB) B CICICTBUU
BBITECHEHUS OJIACTHBIMM KJIETKAMHM W3 HOPMAaJbHOTO KPOBETBOPEHHUS TPOMOOLUTOB
(KJIEeTOK OTBETCTBEHHBIX 32 OCTAHOBKY KPOBOTEUECHHS )

AHeMuyeckuit cuHAPOM (OJeTHOCTD, BsTOCTh, ObicTpast yrOIlJIssemocTs, c1abocTh),
TaK K€ Pa3BUBAETCS U3 — 332 OTCYTCTBHUS IPUTPOLMUTOB (CHI)KEHHE TeMOTJIO0NHA) B
KocTHOM Mo3re nanuenrta ¢ OITJI.

bonb B KOCTAX M IpYruX MOpPaKEHHBIX OpraHax

YBenuueHue pa3MepoB MEUCHU U CENIE3CHKH, MOSBICHUE KEITYXU

[Topaxxenne LTHC mMokeT mposiBIATHCS TOJIOBHON 00IIbI0, PBOTOM, CY10pOraMu

st ycTaHOBIJICHHsI JUArHO3a HEOOXOAMMO BBITIOJHEHHE OOJBIIOT0 KOJIHMYECTBA MCCIIECIOBAHUMA

KPOBH, IMYHKIIUH KOCTHOTO MO3Ta U JTIOMOAIbHOM MyHKIIMH, PEHTT€HOBCKUX M TOMOTpaprueCcKuX

HCCHGHOBaHHﬁ. I[HSI NPOBCACHUA XUMHOTCPAIIUN HCOGXOI[I/IMa MOCTAaHOBKAa MCHTPAJIBHOI'O

BeHo3Horo katerepa (LIBK), Bo nzbexxanne MHOTOYHCIICHHBIX YKOJIOB B TIEpU(EPUIECKHE BEHBI.
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Bce wunBaszuBHBIE mponenypsl (myHKIMu, mnoctaHoBka I[BK) BemonHsroTcs mom oOmiei

aHecTe3ueH.

JleueHnue OCTPOro MHUCIOUIHOIO JIefiko3a COCTOMT B OCHOBHOM M3 JABYX OTallOB: MHTCHCHBHAas

¢aza Tepanuu U MpoBeeHUE TPAHCIUIAHTAIIMM T€MONO3TUYECKUX CTBOJIOBBIX KJIETOK. Bo Bpems

MHTCHCUBHOW (a3pl XMMHUOTEpamusi MPOBOAUTCS C HEOONBIIMMU HHTEpPBAJaMU, YacTo

HE00X0MMO MpeObIBaHUE MAIMEHTa B CTallMOHApE. XUMHOTEpaNus MEepBOM JIMHUU COCTOHUT U3

TPEX OCHOBHBIX IMPENaparoB: LUTO3ap, BENE3UA, AayHOPYOMUMH** (MmapyOuuuu** wumm

MUTPOKCAHTPOH). 3aTeM MPOBOIUTCSI HECKOJIBKO KYPCOB BHICOKO/I03HON XUMUOTEPAIIHH.

[To6ounbIe 3P hEKTH XUMUOTEPAITHHN:

1.

2
3.
4.
5

Brimagenue Bojioc

TowmHoTa M pBOTA

CHmxeHre / U3MEHEHHE allleTuTa
Jluxopanka

Pa3Burne MH(EKIMOHHBIX 0YaroB

6. Llenpto Tepamuu SBISETCS H3JIEUCHHE OOJIE3HM, NPEJOTBPALICHUE DPELUUIUBOB U

OCJIOKHCHHM CBS3aHHBIX KakK C MMPOABJICHUAMU OOJIE3HM TaK U C Pa3sBUTHUEM

WHIYIUPOBAHHOW  (BBI3BAaHHOW  XMMHOTEpamuen) arula3ud  KpPOBETBOPEHUS.

CyMMapHas JUIMTEIbHOCTb TEPAINMU COCTABIIET OKOJO 6 MecsleB, 6e3 MpoBeIeHHs

TI'CK. CokpalieHue AIUTENbHOCTH TEPAIIMU MOXKET IPUBECTU K YBEIMUEHHUIO PUCKA

peruauBa 6one3Hu. [lpu Tepanuu B COOTBETCTBUHU C COBPEMEHHBIMH MpOrpamMMamMu

JIEYEHUS] BEPOSITHOCTD BBI3JIOPOBIIEHHS COCTABIISIET OKOJI0 70%.
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