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Cnmcok coxkpaieHui

aio-TI'CK — annoreHHast TpaHCIIAaHTALMS TEMONIOITUYECKUX CTBOJIOBBIX KIETOK
AJIT — ananmHamMuHOTpaHChepaza

ACT — acnmapratraMHHOTpaHCc(epaza

ayto-TI'CK — ayTonornyHas TpaHCIUTAHTAIUsI CTBOJIOBBIX T€MOMOATHUYECKUX KIETOK
BJIPC — Gera-makTamasbl paCIIMPEHHOTO CIIEKTPa
BJIL] — BbICOKHE 103BI IUTapabuHa™*

BUY — Bupyc nMMyHOAepHUIINTA YETOBEKA

BO3 — Bcemupnas Opranuzaunsa3apaBooXpaHeHus
BJIIIXT - BbICOKO103HASI TOTUXUMHUOTEPAITHS
JAHK — ne3oxkcupruOoHyKIEeMHOBAsK KUCIOTA

KKT — xenyq0uyHO-KUILIEYHbIN TPAKT

WA — nuHBa3uBHBIN acniepruiies

NPT — uMmmyHO(DEHOTUTTHYECKOE UCCTIEAOBaHUE
KM — kocTHBII MO3T

KU — xnuHnveckue uccien0Banms

KT — xomnbroTepHast ToMmorpadus

JIAI' — nakTaTaeruaporeHasa

M/C — MuenoauciacTU4eCKuil CHHIPOM

ML — mambie 10361 ITuTapadbuaa™*

MOB — MuHEMaNBHAS OCTaTOYHAs! O0IE3HBb

MII — mepkanronypux

MII3 — muenonponudepaTuBHOE 3a001€BaHNE

MC — muenoungHasa capkoma

OJI — ocTpblii JIEHKO3

OJIJI — ocTpsrii tuMdoOIacTHBIN JTEHK03

OJIC® — ocTphlii IEHKO3 CMEMIAHHOTO ()eHOTHIA
OMUJI — oCcTpbIii MUETOUAHBIHN JIEHKO3

OI1JI — ocTpblii IPOMUENTOUUTAPHBIH JIEHKO3

IIP — monnas pemuccus

[IIIP — nonmumepa3Has uenHas peakius

PKU — pangomMu3upoBaHHOE KIMHUYECKOE UCCIIEIOBAHUE
PHK — pubonykienHoBas KucIoTa

PTIIX — peakuust «TpaHCIUIAHTAT IPOTUB XO3SUHA»

TKM — tpancnianTanus KOCTHOTO MO3ra



VY ]/I — ypoBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHKE

YVYP — ypoBeHb yOSAUTETEHOCTH PEKOMEH AN

XT — xumuorepanus

[IMB — nmutoMeranoBupyc

HC — nenrpanbHast HepBHas cUCTEMA

OKT — snexTpokapauorpadus

9x0-KI" — axo-anexTpokapauorpadus

FAB xnaccudukanus — ppaHITy3CKO-aMEPHUKaHCKO-OpUTaHCKas KiIacCHUpUKaIUs

FISH — ¢mroopecuienTHas in situ THOpUAA3AIIHS

NCCN — HanpnonanbHas o011ecTBEHHAs TPOTUBOPAKOBAs CETh

** _ JKU3HEHHO HEOOXOIUMBIC M BaXKHEHIIINE JIEKAPCTBEHHBIC TTpEnapaThl

# — mpemapar, MPUMEHSIONINICS BHE MOKa3aHWA K MPUMEHEHHIO, CIIOcOOaMu NMPUMEHEHUS M
J03aMH, COJAEPKAIMUMUCS B MHCTPYKIIMHU 10 MPUMEHEHUIO JIeKapCcTBEHHOTO mpemnapara (odd-

neiom)



TepMuHbI U onpeneIeHUs

Ocmpeole muenouonsle Jneikosvl (OMJI) — KIOHAJIBHBIC OITYXOJEBbIE 3a00JEBaHUS
KPOBETBOPHOW TKaHH, CBS3aHHbIE C MyTaluell B KJIETKe-NPEAIIECTBEHHUIE TI'eMOI033a,
CJIEZICTBUEM KOTOPOM CTaHOBUTCS OJ0K auddepeHunpoBkr 1 OECKOHTPOIbHAS MpoHrQeparys

HE3peNbIX MUETIOUIHBIX KJIeTOK [1,2].

Onenka Y¢dheKTHBHOCTH Tepanuu:

Honanaa knunuxo-zemamonozuyeckan pemuccusa (IIP) OMIJI omnpenensieTcss Kak,
COCTOSTHHE MPU KOTOPOM B MYHKTAaTe KOCTHOTO MO3ra OOHapykuBaercsi He O6osee 5% O1acTHBIX
KJIETOK MpH HOPMAIbHOM KJIETOYHOCTH UM TapMOHHYHBIM COOTHOILIEHHUH BCEX POCTKOB
KPOBETBOPEHUS, OTCYTCTBHM OJIACTHBIX KIJIETOK C MajloukamMu Ayspa, MpHU BOCCTAHOBJICHUU
coziepkaHus HeHTpoduioB B mepudepuueckoit kposu >1,0x10°/m, tpombormTos >100x10%/m1,
IPU OTCYTCTBHH SKCTPaMENyJUISIPHBIX JEHKEMUYECKHX 0ouaroB (LIEHTpalbHas HEpBHAsI CUCTEMA,
KOKa) M CIUICHOMETAINU. YKa3aHHbIE MOKA3aTeNH JOJDKHBI COXPAHATHCS B CTaOWIBHOM
cocTossHUU B TeueHue 1 mecsna u 6onee. [P xoHcTaTHpyeTcs 6e3 ydeTra JaHHBIX ONpeAeTIeHUS
«MUHUMAJBHON ocTtatroyHoW ©Oonesnn» (MOB) ¢ moMomplo MPOTOYHOM ITUTOMETPUH
(mmmyHodenotunmpoBanus, MDT) wam  MONEKyIsIpHO-OMOJIOTHYECKUMU  METOJaMH
(xonmuuectBenHas 1P, onpenenenue 3KCpeccuu reHoB).

IIP ¢ nenonanvlm e6o0ccmanoénenuem — IIOJIHAs PEMUCCHA IIPU  COXPaHSIOIICHUCS
HeiiTponennu (<1x10°/m) n/umu Tpombonuronenuu (<100x10%/m).

Hoanaa pemuccua (IIP) ¢ omcymcmeuem MUHUMANBHOU OCMAMOYHOU 0O0N1€3HU
(MOBb(-)IIP) — nionHasi peMHUCCHS C OTCYTCTBUEM B acIupaTe KOCTHOTO MO3Ta OOHApYXEHHOTO
FeHEeTUYECKOTO MapKepa WIM TEeMONOITHYECKHX KIETOK ¢ abeppaHTHBIM OIyXOJIEBBIM
UMMYHO(EHOTHUIIOM.

Munumanvnaa ocmamounasa oonesns (MODB) — 3TO nomynALKST OMYXOJEBBIX KIETOK,
KOTOpasi HE MOKET OBbITh BBISIBJICHA C IMOMOIIBIO CBETOBOII MHKPOCKOIMHU, HO OOHApYyKHUBAETCS
0ojiee TOYHBIMU METOAAMM HCCIIEJIOBAHUSA, CIIOCOOHBIMHU JE€TEKTUPOBaTh | JIEHKEMHUYECKYIO

knetky Ha 10*-10° nccnenyempix.

Heynauu B JeyeHum:

Pesucmenmnuotii  (pegppakmepnwiin) OMJI — HEIOCTWKEHUE TOJHOHW PEMHUCCUU
(ompenenenue - BoIlIe) mociie nposeaeHus 6noka naaykuu (AME/ADE/AIE).
[Ipu 6nacro3e meHee 15% B mMyHKTaTe KOCTHOTO MO3Ta U OTCYTCTBHU OJHO3HAYHBIX NMPU3HAKOB
HaJIUYHS JICHKEMUYECKUX OJacTOB (Hampumep, majodek Ayspa) HEOOXOAMMO TMOATBEPKICHUE

pedpakreproctu ¢ nomoirsto UOT u/mnm nUTOreHETHIECKUX/MOJICKYISIPHBIX MapKEPOB.
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B otnumume ot mpotokonoB jeueHuss OMJI konma 20-ro - Havana 21-Beka, B KOTOPBIi
PE3UCTEHTHOCTh KOHCTAaTUPOBAJNIACh IIOCIIE MPOBEICHUS JABYX KYpCOB XHMHOTEpaIud, B
COBPEMEHHBIX MPOTOKOJIAX IOKa3aHO, YTO y MmamueHToB He pgocturmmx [IP mocne kypca
UHAYKIIMOHHOM XMMHOTEpaIlui, PUCK pPELUUIUBA BBICOK Jaxke npu noctiwxkeHuu [IP mocne
BTOPOTO Kypca.

Peyuoue — Oomee 10% neiikemMuueckux OJIACTOB B KOCTHOM MO3I€ WM JIF00OE
AKCTpaAMEYJUISIPHOE MOpPAXKEHUE HE MEHEe 4eM uepe3 | MecsI] Mocie YCTaHOBJIEHHUs MepBOU
MOJIHOM  KJIMHUKO-TEMATOJOTMYECKOW  PEMHUCCUU.  YUWTHIBas  BO3MOXHOCTb  JIOXKHOU
JTUArHOCTUKU PpELUUJUBAa B pe3yjbTaTe IMOBBIIIEHUS COJEP)KaHUS NPEAIIECTBEHHUKOB B-
auMGONHUTOB (TeMaTOrOHOB), HEOOXOIMMO COOTHECEHHE O0JacTo3a, «THUTPa» BBIIBICHHOTO
MOJIEKYJISIPHOTO MapKepa U IMMYHO()EHOTUITUPOBAHUSI.

Monexynapusiit peyuoueé — BoisiBienne MOb MeTO0M TTPOTOYHOM ITUTOMETPUN H/HIIH
[IIIP B mocienoBaTebHOM JBYXKPAaTHOM HMCCIEIOBAHUM C UHTEPBAJIOM HE MEHee 2-X HEAeb ,
IpU YCIOBUU aHalu3a a0EppPaHTHOTO MMMYHO(EHOTHIIA WIJIM BBHITIOJHEHHS MOJIEKYISPHOTO
MCCJIEI0BAHMS 10 HAayaJla Tepanuu.

Heiponeiiko3 — 11060€ KOIMUECTBO OJaCTHBIX KJIETOK B IUTOINpENapare, He 00bSICHUMOE
KOHTaMHHAIMEH JMKBOpa MPUMEChIO MepudepruIecKoil KpOoBH B pe3yibTaTe TpaBMaTUYECKOU
MYHKITUH; W/WIA CUMIITOMBI TIOPQKEHUS YEPETTHO-MO3TOBBIX HEPBOB MJIM HHASI HEBPOJIOTUYECKAs

CUMIITOMATHUKa, CBsA3aHHAsd C XJIOPOMHBIM POCTOM. NuTpakpaHuaigbHble M MHTPACIMHAJIbHBIC

SIUAYPAILHBIE “XJIOPOMBI” IPU OTCYTCTBUH JEHKEMHUUYECKHUX KJIETOK B JHUKBOPE HE CUMUTAIOTCS

Helponeliko3oM. ['pamamus craryca [{THC nopaxkenust onpenensiercs NpoTOKOJIOM TEpaIuH.

Huoykyua peMuccuu — INEpBbI Kypc XMMHMOTEPANNU, UMEIOUIUI 1IENIbI0 TOCTHKEHUE
I1P.

Konconuoayusa pemuiccun — TOCTPEMUCCHOHHAs Tepamus, HUMEIOMas Lelbio
«yriyOneHue» pEeMUCCUH, TO €CTh JajbHEHIIyI0 pPEeAyKLUHIO OIYXOJEBOW MOMYJSALHUU.
[ManmenTam, He TOJUISKAIIMM AJUIOTEHHOW TPAHCIUIAHTAIIMM TE€MOTOSTUYECKHX CTBOJIOBBIX
kinetok  (ammo-TI'CK), o0saHO mpoBoamtcs 3-4  Kypca Tepamud Ha  OCHOBE
MIPOMEKYTOUHBIX/BBICOKUX /103 IUTapaOuHa™*,

Iloooepicusarouee neuenue — TUPOAOIHKEHHE XHMHOTEPANMU TIOCTE 3aBEpLICHUS
WHTCHCUBHOW (a3l MPOTOKOJNA, C IENbI0 MOCTENEHHOW JJIMMUHALMU TyJa PEe3UTyalTbHBIX
CTBOJIOBBIX KJIETOK OITyXOJIEBOTO KJIOHA. B KauecTBe moJaep >KUBAIOIICH Teparuy IPUMEHSIOTCS
aHTUMeTa0ouThl  (6-MepkanTonmypuH W UUTapaOMH**) W HMHTUOUTOPHI  KPUTUYECKHX

CUTHAJBHBIX TTyTeH (MHruOUTOPHI flt-3) U SMHUreHeTHYecKue mpenapaThl.



Ilpogpunakmuka vnv, pu HEOOXOIUMOCTH, J1eUeHUe HeUpOoNelKeMUU HelupoeiKko3a —
ATOT 3Tall PaclpeieseTcs] Ha BCE MEPUOJIbI MPOTPAMMHOTO JICUCHUS - MHAYKIIUIO PEMUCCHU,
KOHCOJUAAIMIO U TTOJIEPIKUBAIOIIEE JICUCHHE.

Tpancnnanmayusa 2emMonoImMUYECcKUX Cmeoa06blX KIemoK — TOJ 3TUM TEPMUHOM
O0BEAMHEHbl TPAHCIUIAHTALMS TE€MOIMO3TUYECKUX CTBOJOBBIX KIIETOK KOCTHOIO MO3ra,
nepugepryeckoil KpOBU U ITyTMIOBUHHOH (ITaLlEHTapHOM) KPOBH.

Cmanoapmmnule onpedenenus npu pazeumuu UHPEKYUOHHBIX O0CTIOHCHEHUIL:

Heiimponenusa - konuuecmeo epanynoyumos menee 0,5x1 0°/n, b0 menee 1,0x10°/ ¢
024CUOACMBIM CHUNCEHUEM 8 MeYeHUe HeCKOIbKUX NOCe0YIOuUX OHell.

@Debdpunumem — O00HOKpamuulili noovem memnepamypvl mena >38,3°C  unu
memnepamypa mena >37,8°C, coxpansarowasca 6 meueHue 00Ho2o u boaee uaca [109, 110].

Tunomepmusa — crudicenue memnepamypol mena menee 36°C. [lanuviu noxasamens
ABNACMCS  BANCHBIM NPUSHAKOM UHGEKYUOHHO20 npoyeccd, 0COOeHHO Yy Oemel M1aouie2o
803pacma u y nayuenmos, noayyaowux 2nokokopmuxocmepouowt [111, 112].

Jluxopaoka neacHoul Imuonozuu — cocmosHue, xapaxkmepusyroweecs @eopunumemom
npU OMCYMCmeUU KIUHUKO-PEeHM2eHO0I02U4eCKUX NPOs8IeHUll UHGeKyuu U MUKPOOUOLOSULECKUX
OGHHUIX.

Baxkmepuemusn - uoenmughuxayus MUKpOOP2aHUIMA U3 2EMOKYIbIMYPbl, 835MOLL 80 8PEeMs
Gebpunvroco 3nuzoda, He ANANOWE20CA NpucesHviM. K noocnoll bakmepuemuu omuocumcs
uoenmugburayus. max Ha3vl8AeMvlX NPUCEBHLIX MUKPOOP2AHUBMO8 — KOMMEHCAN08 KOJMCU:
Koazyna3oHe2amugHulx cmaguioxoxkkos, Propionibacterium spp., Micrococcus spp., u op. - 6
cyyae ux oOHokpamuou uoenmugurayuu [106, 110, 113, 114].

Hoxazannoii sgnsemcs ungexyus, ¢ uoeHmugpurayueti MUKpOOP2AHUIMA U3 CINEPUTLHBIX
cyocmpamos opzanusma (Kpoev, JIUKEOp, MOYd, OUONCULIHbIL Mamepuan) Npu HAIUYuu
CUMNMOMO8 B0CNANUMENbHOU peakyuu, Jaubo U30IAYUs NAMO2eHa U3 HeCmepuilbHblX
cybcmpamos (Kodica, causucmole, HCeNyOOUHO-KUWEYHBII MpaKm) npu coomeemcmsyrowel
JIOKANIbHOU KIUHUYECKOU KapmuHe UH@pexyuu.

Bepoamnuou  ssensiemcs  unpexyus  Oe3  uoeHmuuxayuu - MUKpOOpSAHUIMA - U3
uccnedyemvix cped npu HAIUYUY KIUHUYECKUX U/UIU PAOUONIO2UYECKUUX NPUSHAKOE UHPeKYUulU C
ObICMPLIM 0MEEMOM HA NPOMUBOUHDEKYUOHHYIO MEPANUIO.

@Deopunvnan neumponenus (OH) — cumnmomoxomniexc, couemarnwui pazsumue
Gedbpunumema unu cunomepmuy y NAYUeHMa ¢ Kpumepusamu Hetmponenuu. Aensemcs naubonee
024CUOAEMBIM UHDEKYUOHHBIM OCTIONCHEHUEM U PA38UBAEMCs Y N00asiAue20 0o1buUHCmea

nayuermoe cpynnvl 6b1COK0O20 puckKa.



K epynne svicoxoeo pucka omnocamces nayuenmoi ¢ OMJI 6 meuenue ececo nepuooa XT,
peyunuenmvl MpaHCnaAAHMamos 2emamonosmudeckux cmeonoguvix knemox (11 CK).

YV nayuemmos, naxooawuxcs 6 HeumponeHuu, 6ciedcmeue HapyuieHus 0apbepHol
@yHKyuU  cruzucmeix  0007104eK  HCeNYOOUHO-KUUEUHO20 MPAaKma, MOoxcem pa3eueamucs
(eromen mpanciokayuu dHO02eHHOU PIOpbl KUUEUHUKA HEeNnoCcpeOCm8eHHO & Kposomok. Bo
8pemMa pazeumus UH@PEKYUOHHO20 INU300d JOKAIbHAS KIUHUYECKAs CUMNMOMAMUKA MOdiCem

omcymemeogams U eOUHCMBEHHbIM NPUSHAKOM Obimb heOpunbHas Iuxopaoxa/eunomepmus,

85710Cmb TUOO HapyuieHue CO3HaHuAl.



1. Kparkass undopManusi nmo 3a00J1eBAHUI0 WJIH COCTOSIHMIO (rpyImime

3a200J1eBaHUI MJIU COCTOSIHMIA)

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

COCTOSIHMA)

OcTpblii  MUeJOMAHBIN JIeiik03 — 23TO KIOHAJBHOE OIyXOJeBOe 3a0oJieBaHUE

KPOBETBOPHOH TKaHM, CBSI3aHHOE C MyTalMed B KIETKE-TNPEIIIECTBEHHUIIE TI'€MOII033a,
CJIEZICTBUEM KOTOPOM CTaHOBUTCS ONOK auddepeHunpoBkr 1 OECKOHTPOIbHAS MpoHdeparys

HE3pEeJbIX MUETIOUIHBIX KJIETOK [1].

1.2 DTHOJOrNsI M naroreHe3 3ad0oJieBaHusI WJIH cocTosiHMs (rpynnbl 3a0o0JieBaHui

HJIN COCTOSTHUM)

OMIJI sBnsieTcss cneACTBUEM IMOBPEKICHHUS - MYTallMd - B T'€HETHMUYECKOM Marepualie
anmapar KJIOHOT€HHOM KPOBETBOPHOM KIETKW. B pe3ynbraTe 3TOM MyTaluu MPOUCXOAMUT
HapylIeHHEe KOHTPOJS 3a KIETOYHBIM IIMKJIOM, H3MEHEHHE Mpollecca TPAHCKPUIILMUA U
OPOAYKIMM psAa KIIOUEBBIX OenkoB. BceneactBue OecKOHTPOJIbHOW —mpoiudepanuu B
oTcyTcTBHE TUQPHEPSHIIMPOBKUA MPOUCXOAUT HAKOIUICHUE MATOJIOTMYECKUX KIETOK. ToT (hakr,
YTO TMAaTOTE€HE3 OCTPHIX JIEMKO30B CBS3aH C TEHETUYECKHMMH IOJIOMKAaMH JOBOJBHO YacCTO
MOATBEPXKIACTCS OOHAPYKEHHEM pa3JIMUHBIX XPOMOCOMHBIX —aOeppaiuii  (TpaHCIIOKAIlHid,
JeNelii, MTHBEPCH U T. 11.). B OONBIIMHCTBE CiIydaeB, KOHKPETHAs MPUYMHA BO3HUKHOBEHHS
OMIJI ocraercst Hem3BecTHOH. OHAKO, CYIIECTBYET HECKOIBKO MpeIpacoiaralouiux (GakTopos,
KOTOpBI€ 3HAUUTEIHHO YBEIMYMBAIOT PUCK PAa3BUTHUSL 3TOro 3abojeBaHus. YeTko qoka3zaHHas
B3aMMOCBS3b MEXK/1y HOHM3UPYIOIIEH paaualyieil npu B3pbiBe aTOMHONH OOMOBI, a TaK)Ke XUMHUO-
U paguoTepanmuel Mo MOBOAY JAPYIHMX OIYXOJIeH 3JI0KaueCTBEHHBIX HOBOOOpPA30BaHHUM C
NOBBILIEHHBIM PHUCKOM BO3HUKHOBEHHS OCTpPBIX JIEHKO30B 3acTaBWia W3Yy4uTh JpyTrue
BO3MOXKHBIE JIEHKEeMOTeHHbIe (DAaKTOphl (HHU3KWE J03bl paJuallid, XWMHUYECKHE BEIIECTBa,
KypeHHe, AJIeKTPOMarHuTHbIE BOJHBI). J[OKa3aHO, YTO MeXAy KypeHHEM U PUCKOM pa3BUTHUS
OCTPOro JIeMKO3a CYIIECTBYET J030Basi 3aBHCHMOCTb, KOTOpasi OCOOCHHO OYEBMIHA MJIS JIHIL
crapmie 60 user. Psan uccineposarenei mnpeamnosnaraer, yto okoio 20% OMJI sBastorcs
CJIEICTBUEM KypeHUus. beH301 mpH IIUTETsHOM BO3JIEHCTBUU Ha OpPraHU3M 4YesloBeKa o0ianaer
KaHIIEPOreHHBIM 3¢ deKToM, TaeT JelkeMoreHHbI 3¢p@deKT, HO TpH  HEOOJBIINX
KOHIIEHTpALMsAX J3TOr0 BELIECTBA, C KOTOPBIMU 4Yallle BCETO CTAJKUBAIOTCA JIIOAM Ha
IIPOM3BOJICTBE, HE JOKa3aHa B3aMMOCBSI3b C IOBBIIIEHHBIM pUCKOM BO3HUKHOBeHUs OMJIL. Ilpu
M3YYEHUHU TOCTOSHHOTO BO3JIEHCTBUS MaJbIX /103 palalliy MOKa He MOJIYy4eHO J0Ka3aTelbCTB B
MOJIb3y yYBEJIIMYEHUs YacToThl 3aboneBaemocth OMJL. BmepBble B3auMOCBS3b MEXKIY

npeamecTBytome xumrorepanuei (XT), TydeBbIM JICUSHHEM KaKUX-JIMOO APYTHUX OMyXOJIEBBIX

10



3a00€BaHU W TIOBBIIEHHBIM pHUCKOM pa3Butus OMJI Oplma oTMeueHa y TIAIMEHTOB,
U3JICYCHHBIX OT JTUMQOMbI X0/DKKUHA. J[0Ka3aHO, 9TO HE CTOJIBKO KyMYJSTUBHAS 1032, CKOJIBKO
WHTEHCUBHOCTh JI030BOTO BO3JCHCTBUSI OOYCIOBIMBAET MOBBIMICHUE YAaCTOTHI 3a00JIE€BAEMOCTH
OMJI. Puck pazsutus Bropmunoro OMJI nambosiee BBICOK B Tepuona oT 2 a0 9 yer mocie
3aBepuieHus npeaumecrpyromeil XT. B 85% cirydaeB BropuuHbIE J1€MKO3bI BOZHUKAIOT B CPOKH
1o 10 ner ot okoHuyanus neueHus [3,4]. Dtuonorus u cnernudpuueckue GaKTopbl, IPUBOIALINE K
pazButuio BTOpuuHbBIX OMJI, mosHOCTBIO HE H3ydeHbl. B maroreHe3 BOBJIEUEHBI MHOTHE
TEHETHYECKHUE MYTU M KoomepaTuBHbIE MyTainuu. «Bropuuneie» OMJI, accounuupoBaHHBIE C
NPUMEHEHHEM aIKWIHPYIOIIMX areHTOB, YacTo JAeOI0TUPYIOT € MHUENOAMCILIACTHYECKOTrO
cunapoma (MJIC) ¢ MoHOCOMHMENM WIIM YaCTUYHOU Jenerued xpomocoM 5 u 7. Otot T OMJI
BO3HHKAEeT OTHOCUTEIBHO IMO3IHO, B CpeIHEM uepe3 5-7 JIeT mocje H3jIeYeHHs OONBHBIX OT
nepsuaHoro 3HO.

BeposTHOCTE pa3BUTHA JEMKO30B YBEIMYMBACTCA NPHU CIEAYIOIIHUX T'€HETHYECKH
0OyCIIOBJIICHHBIX 3a00JICBaHUSIX: BPOXKICHHAs aramMmarioOynuHemus, cuHapoMm IlIBaxmana-
JaiiMoH1a, aTakcHsA-TelleaHTHOdKTa3usA, cuHapom Jlu-Opaymenu, HeiipopubOpomaros, aHemus
HMarimonna — biekdana, Tsokenas BpoKIeHHAs HEWTpomneHus, aHemMus DaHKOHH, CHHIPOM
Hayna, cunnpom biryma.

1.3 Jnuaemuoiorus 3a001eBaHUS MM _COCTOSHMS (TPynibl 3a00J€BAHMH WU

COCTOSIHMIA)

Cuauraercs, utro OMJI 3a6oneBaeT B cpeqHeM 3-5 yenoBek Ha 100 ThIC. HaceJIeHUS B TOJI.

[Ipu sTOM 3a00JI€Ba€MOCTh PE3KO BO3pacTaeT B Bo3pacte crapmie 60 yer u cocraBmser 12-13
yenoBek Ha 100 Teic. y mrogedl B Bo3pacte crapme 80 ser. MenmaHa Bo3pacTa 3TOrO
3a0oneBanus cocraBiusier 65 ner. Omuuemuonorus OMIJIl cpeau OeTCKOro HaceleHHsS B
Poccuiickoit @eaepanuu uzydeHa HeIO0CTaTOYHO. OCTphI MUEIOUIHBINA JIEMKO3 BCTPEUYACTCSA B
20% OT Bcex OCTpBIX JIEMKO30B y AETeH, cocTaBiseT 6% OT Bcex omyxosiel y nereid. HoBble
cimyqan OMJI y nereii cocrapnstor 0,7 - 1,2/100 000 B rox [1,5].

1.4 Oco0eHHOCTH KOIMPOBAHHUSA 3200J€BAHUA HWJIH COCTOAHHSA (rpynnbl

3a00JIeBaHUIl WM COCTOSIHHMI) 10 MeXKIVHAPOAHOH CTATHCTHYECKOH KJaccubuKanumn

00J1e3Hel ¥ MPo0JIeM, CBA3AHHLIX CO 3I0POBLEM

C92.0 OcTphlilt MUEIOUIHBIN JIEUKO3

Hckirouenue: 060CTpeHHE XPOHUYECKOTO MUETIOUAHOTO Jieiiko3a (C92.1)
C92.3 Muenouanas capkoma (XJ0poma, rpaHyJIoIUTapHas capkoma)
C92.5 OctppIii MUEITOMOHOLUTAPHBIN JIEUKO3

C92.6 Octprlif MuenonHbIN Jeiko3 ¢ 11q23-anHoManueit

C92.7 dpyroit MUEIIOUIHBIN JIEHKO03
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C92.8 Octpas muenonaHas JeHKeMus ¢ MyJbTWIMHEHHON TUCTUIa3Uen
C92.9 MuenouHbli J1€1K03 HEYTOUHEHHBIN
C93.0 OcTpplif MOHOLIUTAPHBIH JIEUKO3
C94.0 Octpas s3puTpeMust U SPUTPOJICUKO3
C94.2 OctpsIit MerakaproOIaCTHBINA JTEHKO3
1.5 Kaaccudukanusa 3a00j1eBaHUs WJIH COCTOSIHUA (TPynnbl 3200/ €BAHUN _WIH

COCTOSIHMA)

Ilepeyens BapuanTtoB OMJI um apyrux omyxoJjieii ¢ MuejaouaHo auddepeHunpoBkoi
(BO3, 2016) [6,7]:

Knaccupukanus BO3  (2016) mnoapaszmensier Bce OMJII, oCHOBBIBasCh Ha UX
[IUTOTEHETHYECKUX M MOJICKYJISIPHO-TEHETHYECKHX OCOOCHHOCTSX (moapobuee B IlpunmokeHun
A3.4), ¥ *MEHHO 3TH 0COOCHHOCTH (POPMHUPYIOT KIMHUKO-TIATOJIOTHIECKUE TPYIIIIBI:

OMJI ¢ ycTOMYMBO BBISIBASEMBIMU T€HETHUECKUMHU aHOMAIUAMU
OMJI ¢ t(8;21)(q22;922); RUNXI-RUNXITI
OMIJI ¢ inv(16)(p13.1922) umm t(16;16)(p13.1;q22); CBFB-MYH11
OIUI ¢ t(15;17)(q22;q12); PML-RARA
OMJI ¢ t(9;11)(p22;q23); MLLT3-MLL
OMUJI ¢ t(6;9)(p23;q34); DEK-NUP214
OMIJI ¢ inv(3)(q21926.2) unu t(3;3)(q21;926.2); RPNI-EVII
OMUJI (merakapuo6mactubiii) ¢ t(1;22)(p13;q13); RBM15-MKL1
OMJI ¢ BCR/ABLI*

OMJI ¢ TeHHBEIMH MVTaHI/ISIMI/I*C

OMIJI ¢ mytupoBanHbIM TeHOM NPM[*
OMUJI ¢ buannenpHOM MyTaruent reHa CEBPA*
OMUJI ¢ mytupoBanHbIM TeHOM RUNXT*

OMJI ¢ u3MeHEHHIMH, CBI3aHHBIMHA C MHEIOIUCIUIA3UEH

Muenonanbple HEOIUIA3UH, CBI3aHHBIE C IIpeaecTByionie X T

OMUJI., mo-npyromy He cremuduimponadgusie (NOS)

OcTpblii MEETOOJIACTHBIN JICMKO3 ¢ MUHUMAIIbHOH ¢ HepeHITnPOBKOM
OcTpblit MEETO00IACTHBIH JIeiiKo3 6e3 co3peBaHus

OcTpblit MEETO00JIACTHBIH KO3 ¢ CO3pEeBaHUEM

OcTpblii MUETTOMOHOOIACTHBIN JICHKO3

OcTpblii MOHOOJIACTHBIN/MOHOIIUTAPHBIN JICHKO3

OcTpblil 3puTpOMUENO3

Octpslit Merakaprno0IacTHBIN JIEHKO3
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OcTtpslii neiiko3 u3 6a30¢puIoB
OcTtppiii manmMueno3 ¢ Muenogpuépo3om (CuH.: ocTpblii MuenoGuOpPo3; OCTpHIi
MHUETIOCKIIEPO3)

Muenouanasi capkoma (cuH.: IKCTpaMeyJulspHas MHENIOHIHAas OIyXOjb, I'paHyJIOIHUTapHas

capKomMa; XJIOpoMa)

Muenonanble OIYX0JH, CBI3aHHBIE C CUHApOMOM JlayHa

TpaH3uTOpHBIA aHOMANBHBIM MHEIION033 (cuH.: TpaH3uTopHoe MII3)
MuenouiHbIN JTEUKO03, CBI3aHHBIN ¢ CUHIApOMOM JlayHa

Onyx0oJb U3 IIa3MalUTONIHBIX JICHIPUTHBIX KIIETOK

Octpsle JIEHKO03bl HEOMPEeAeHHON JUHUU nuddhepeHIIMPOBKU

Octpslit HemUb GepeHTMPOBAHHBIN JTEHKO3

OcTtpslii neiiko3 cmemranaoro gpenorumna ¢ t(9;22)(q34;q11.2); BCR-ABL1
Octpeiii neiiko3 cMmemanHoro ¢enoruna c t(v;11g23.3); peapamxupoBKa TeHa
KMT2A (panee — MLL)

Ocrtpslit Neiiko3 cMmentannoro penoruna, B/muenouansiii, NOS

OcTtpslii neliko3 cMenanHoro gpenorumna, T/Muenouaasiid, NOS

OcTtpslii neiiko3 cmemanaoro gpenoruma NOS*

OcTpele neiko3bl HeomnpeneaeHnou mauu auddepentmpoBkn NOS*

* HOBBIE TPYIIIBI, BBEICHHBIE B Kiaccudukauio BO3 B 2016 T.

[Toagrpynma «OMJI ¢ yCTOWYMBO BBISBISIEMBIMA XPOMOCOMHBIMH aHOMAJIHSIMUY

00beIMHSET HeCKOJIbKO BapuanToB OMJI:

«OMIJI ¢ t(8;21)(q22;q22); RUNXI-RUNXITI»

«OMIJI ¢ inv(16)(p13.1922) unu t(16;16)(p13.1;q22); CBFB-MYH11» (nipu BBISIBICHUN
YKa3aHHBIX XPOMOCOMHBIX IE€PECTPOEK, HECMOTPS Ha 4YHMCIO OJACTHBIX KJIETOK B IyHKTaTe
KOCTHOT'O MO3Ta, BCET/1a YCTAHABIMBAIOT JUArHO3 OCTPOT0 MUEJIOUTHOTO JIEHKO03a).

«OILT ¢ t(15;17)(q22;q12); PML-RARA»; Tpancinokauuu RARA ¢ ApyruMu mapTHEpaMu
BBIICTISIIOTCS B oTAeIbHBIE (hopmbl OMIL, Hanpumep, OMII ¢ t(11;17)(q23;q12); ZBTB16-RARA,;
OMIJI ¢ t(11;17)(q13; ql12); NUMAI-RARA; OMJI ¢ t(5;17)(q35;q12); NPMI-RARA; OMIJI ¢
STAT5BRARA.

Panee Brigensiemast kareropust «KOMJI ¢ anomanusmu 11q23 (MLL)» Oblia nepeBesieHa B
kareroputo «OMIJI ¢ t(9;11)(p22;q23); MLLT3-MLL»; npyrue TpaHCIOKAaLMH, OTINYAIOIINECS
OT Te€X, YTO BKIOYAOT MLLT3, nomkHbl OBITH OTACIBHO yKa3aHbl B quarHose, Hanpumep OMJI
c t(6;11)(q27;923); MLLT4-MLL; OMJI c t(11;19)(q23;p13.3); MLLMLLTI; OMII c
t(11;19)(q23;p13.1); MLL-ELL; OMJI ¢ t(10;11)(p12;923); MLLT10- MLL
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beimn BeImenensl Tpu HOBBIX moarpymnmbl: «OMJI ¢ t(6;9)(p23;q34); DEK-NUP214»,
«OMUJI ¢ inv(3)(q21926.2) wmm t(3;3)(q21; q26.2); RPNI-EVII» u «OMJI (MerakapuoOJ1acTHBI)
c t(1;22)(p13;q13); RBM15-MKL1», penxuii Bapuant OJI, Hanbonee 4acTo TMarHoOCTUPYEMbIi y
NETEN.

VY nanuentoB OMJI ¢ HOpMasTbHBIM KapUOTUIIOM OBLITH BBIICJICHBI JIBE HOBBIC KATETOPHH:
«OMJI ¢ wmyrtupoBanHbiM reHoM NPMI (nHykineodo3muH (suepHblii ¢dochonporenn B23,
HyMaTpuH))» U «OMIJI ¢ myrupoBanHbiM reHOM CEBPA (0enoK, CBSA3BIBAIOIIMN 3HXAHCEP
CCAAT amppa (CCAAT/enhancer binding protein (C/EBP) alpha))». HakarmumBaercs Bce
0oJbIlle OKAa3aTelIbCTB B IOJAB3Y TOrO, YTO OTH MYTALUU ONPENENSIIOT HapyIIEHUs
G HepeHIIMPOBKY TEMOTIOITUIECKIX KIETOK, M OTHOCATCS K TaK HA3BIBAEMBIM MYTAlUSM 2-TO
KJacca.

Myrtamuu B rene fms-cBs3anHoi Tupo3uHkuHasel 3 (fms-related tyrosine kinase, FLT3)
oOHapyxuBaroT nmpu MHOruxX Bapuantax OMJI, u uX OTHOCAT K MyTanmusM l-ro kjacca, T. €. K
TEM, KOTOpbIE OIpPEIENAIOT IMPEHMYIIECTBO OIYXOJEBBIX KIETOK B Mpojudepanuu |/ HUiu
BekMBaHUU. OMJI ¢ myramusimu FLT3 He BBIAENSAIOTCS B OTIACIBHYIO KaTErOpHUIO, OJHAKO,
HEOOXOUMO ONpPENENsITh 3TU MYTallMU, TaK KaK OHU MMEIOT MPOTHOCTHYECKYI0 3HAYUMOCTb.
PexoMennyercst He TONBKO onpeAessaTe Hamnune FLT3-1TD, Ho u onpenensaTh, Tak Ha3bIBAEMOE,
JJIETbHOE COOTHOUICHUE, KOTOPOE XapaKTepH3yeT 00BbEM OMYXOJIH. AJUIEIBHOE COOTHOILICHHE
CUHMTAETCsl BHICOKMM TpU 3HAYCHUSX, PaBHBIX U Oosiee 0,5, 1 HU3KUM — MPU 3HAYCHHUSIX MCHEE
0,5. IIporHocTHYECKYI0 3HAYMMOCTh UMEIOT BHICOKHE 3HAUEHUS.

Panee Beigensemas mnoarpynna «OMJI ¢ MyJabTWIMHEHHOW — AWCIUIA3UEH» B
knaccupukanun BO3 (2016) ompenpensiercss kak «OMJI ¢ U3MEHEHMSMH, CBS3aHHBIMU C
muenoaucmiazuei». OMJI Morytr otHocuthes Kk Kateropun «OMIJI ¢ wu3MeHeHMsIMH,
CBSI3aHHBIMU C MHUEJIOJIMCIUIa3UEl», eclu:

1) > 20% 61acTHBIX KJIETOK B KOCTHOM MO3T€ WU nepudepruueckoil KpoBH

2) CYIIIECTBYET MpeaIIeCTBYIONIas HUCTOpUS MIC WIu WHOTO

MuenonponudepaTuBHoro 3adonesanus (MII3);

3) CYILIECTBYIOT LUTOT€HETUYECKUE aHOMAJIHH, aCCOLIMMPOBAHHbBIE c

MHUEJIOAUCILIA3UECH:

@ - KOMIUTEKCHBIM KaprOTHII (3 XpOMOCOMHBIX aHOMAJINH U 6oJee);

0 - HecOamancpoBaHHbIe TiepecTpoiiku: -7 wim del(7q); -5 nnu del(5q); 1(17q) nnm
t(17p); -13 wu del(13q); del(11q); del(12p) or t(12p); del(9q); idic(X)(q13);

6 - cOasaHcupoBaHHbIe HepecTpoiiku (TpaHcimokammun): t(11;16)(q23;p13.3);
t(3;21)(q26.2;q22.1); t(1;3)(p36.3; q21.1); t(2;11)(p21;923); t(5;12)(q33;p12);
t(5;7)(q33;q11.2); t(5;17)(q33;p13); 1(5;10)(q33;921); t(3;5)(q25;934).
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4) MYJIbTUJIMHEHAS TUCIUIA3Us;

5) OTCYTCTBYIOT «yCTOMUYKBO BBISBIIIEMbIE XPOMOCOMHBIE aHOMATTUIN»;

6) panee He mpoBoamiIack XT 1o MOBOAY Ipyroro 3aboseBaHusl.

OMJI, xak apyrue MHUEIOHIHBIE OMYXOJH, BOZHUKIIHUE BCIEICTBUE PAHEE MPOBOIAUMOM
XT mo moBoxy npyrux 3aboneBanuii, B otaenbHyto Gopmy OMJI He BBIACISIOTCS.

IIporHocruyeckue GpakTopbl

VY nereit 00ycnoBiIeHb! OMOIOTHYECKUMHU XapAKTEPUCTUKAMH JIEHKEMHUECKOTO KIIOHA

dakTopbl NPOrHO3a, CBA3aAHHLIE ¢ 3a00geBanueM (OMJI)

®daxTophl, CBsI3aHHBIE C 3a00JIEBaHUEM U BIMSIONINE Ha Pe3yJbTaThl TepaluH, CIEIyeT
AHAIM3MPOBAThH HA BCEX JTAlax JEeUeHUs. ITO 00yCIOBICHO TEM, UTO JICHKO3-aCCOIIMMPOBAHHBIC
(dakToOpbl MPOTHO3a TMO3BOJSIOT OLEHUTH OOBEM OITYXOJEBOW MACChl, YYBCTBUTEIBHOCTH
OJIaCTHBIX KJIETOK K LUTOCTaTUYECKUM IpernaparaM, CKOPOCTb SJIUMHUHAIMK JIEHKEMUYEeCKUX
KJeTok 1 06beM MOBD.

[Ipexxne Bcero, HEOOXOAWMO YYHTHIBATH TAaKHE BIOJTHE JIOCTYIHBIC KIWHUKO-
reMaToJIOrHYeCcKue MmapaMeTphl, acCOIMUPOBaHHbIe ¢ HeOmaronpusTHeiM TeueHueM OMJI, kak
neiikonuro3 Beime 100x10%/1, Hepoctmxernue 1P moce MEPBOr0 MHAYKIIMOHHOTO Kypca.

OnauM u3 BaxxHEHMX (aKTOPOB MPOTHO3a, conpspkeHHBIX ¢ OMIJI, sBnsieTcss KapuoTHI
JeKeMUYecKX KIIeTOK. MccnenoBanne kKapuoTuia HeoOXOJuMO MPOBOIUTH B 00s3aTEITHLHOM
NopsiIKe BCeM NanuenTam ¢ nogospenruem Ha OMJI. /laHHbIe IUTOT€HETUYECKOTO UCCIEA0BaHUS
no3BoyiAOT BepuduuupoBarb OMJI B ciyuasx, Korna MNPUHIMIHAAIBHBIM SIBISETCS HE
KOJIMYECTBO OJACTHBIX KJIETOK (MeHbuie winu Oonbiie 20%), a oOHapyXeHHE XapaKTepHBIX
XPOMOCOMHBIX abeppauuid. Peusr muer, B yactHocTH, 0 Tak HaspiBaeMoM CBF (Core Binding
Factor) OMJI, koTopblii 00benuHsET ciiydan ¢ TpaHchmokaruei t(8;21) m uaBepcueit inv(16),
HE3aBHCHMO OT OTCYTCTBHSI MJIM HAJIMYUS TOMOJHUTEIBHBIX XPOMOCOMHBIX abepparuii.

[Tomumo 3TOro, Ha OCHOBAaHWU H3YYEHHUS KApUOTHIIA, MPEJICTABISAETCS BO3MOXKHBIM
cTtpatudunupoBar namueHToB OMJI Ha 3 OCHOBHBIE TpPYMIBL:  OJIATONPHUSTHOTO,
IPOMEXYTOYHOrOo U HebmaronmpusitHoro mporuosa (cM. Ilpunoxenune A3.5. Iloppaznenenue
nanmenToB OMJI Ha 9TH Trpynmbel 1eaecoo0pa3HO C TOYKH 3pEHHUS BbIOOpa TaKTHKH
MOCTPEMHUCCHOHHOW ~TEpamuu: TpUMEHEeHHWe IuTapabuHa** B Beicokux pgo3ax (BJILI),
UCIIOJIb30BAHUE  TPAHCIUIAHTAIlMM  QJUIOTEHHBIX  CTBOJIOBBIX  I€MONO3THYECKHX  KIIETOK
(ammoTI'CK). . B mocnennee BpeMs psSAOM POCCHMCKUX U aMEPUKAHCKUX SKCIIEPTOB MalUCHTaM
C HeOJarompusATHBIMU aHOMAJIMSIMH KapUOTHIIA BOOOIIE HE PEKOMEHAYIOT CTaHJApPTHYIO
XUMHOTEPANHIO BCIEICTBUE €€ HU3KON 3(P(EKTUBHOCTH, a MpeaaraloT UHbIE PeXUMbI HU3KUX

7103 ¥ BKJIFOUEHHE TapreTHBIX PENapaToB C EPBOro Kypca MHAYKLUH [8].
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Crnenyer OTMETHTh, YTO y MOJOBUHBI manueHToB ¢ OMJI onpenenseTcss HOpMAJIbHBIN
KapHOTHIl JIEHKO3HBIX KIETOK. B CBA3M C TeMm, 4TO y psga MalUEHTOB OOHAPYKHBAIOT
HOpPMaJIbHBIA KapuoTun, HeoOxomumo npoBeneHue FISH-uccrnemoBanust miam MOJEKyISIpHO-
TEHETUYECKUX HCCIEAOBAHUM C LEIbI0 MOWUCKA OTAEIbHBIX XHMEPHBIX T'€HOB WIIH IOJIOMOK
KapuoTHUIa, aCCOUMUPOBAHHBIX C omnpeneneHHbiM BapuantoM OMJL: RUNXI-RUNKXITI
(t(8;21)), CBFB-MYH]11 (inv16), PML-RARa (t(15;17)), MLLT3-MLL (t(9;11)), DEK-NUP214,

MOHOCOMHUH 5, 7, UHBEPCUHU 3 XPOMOCOMBI U psAJia APYTHUX.

dakTopbl NIPOrHo3a, cesa3anubie ¢ XT

@dakTOpOM HEONATONPHUSATHOTO TMPOTHO3a SBJSIETCS YMEHBIICHHUE pPACUETHBIX J103
[IUTOCTATUYECKUX MPETapaToB U 3HAYUTEILHOE YJIMHEHUE HHTEPBAIOB MEX Iy Kypcamu|[3].

be3 monHOIIEHHON MUArHOCTHUKH, BBHIMOJHEHHOW B Je00Te 3a00JIeBaHUs, COBPEMEHHOE
neuenre OMJI HeBO3MOXKHO.

OcHnognoti npuyunoll 3abonesaemocmu u cmepmuocmu nayuenmos ¢ OMJI 6 nepuoo XT u
TT CK ssnsiomes uH@heKyuoHHble 0CI0NCHEHUS, pa3sumue KOMopblX NPUEOOUm K peoyKyuu 003 u
Hapywenuro mavmunea XT [105-107]. Pazeumue unghekyuil, 6bl36AHHLIX YCMOUYUBLIMU K
oelicmeuro  AHMUOUOMUKOE — MUKPOOPSAHUSMAMU — NPUBOOUM K JHCUBHEYSPOICAIOUIUM
OCJIONCHEHUSIM 8 C653U C KPAUHEe 02PAHUYEHHbIMU mepanesmuieckumu 803moxchocmamu [108].
I'pamomnoe u payuonanbrHoe HasHaueHUe AHMUOAKMEPUATLHOU U NPOMUBOSPUOKOBOU mepanuu
ABNAEMCSL SHAYUMBIM NPOSHOCMUYEeCKUM (hakmopom npu neveruu nayuermos ¢ OMJI.

[Ipu HEBO3MOXHOCTH COOJNIOACHHUS JAaHHBIX TpeOOBaHUM, TpeOyeTcsi pacCMOTpEHHUE
BOIIPOCa O MaplIpyTU3aluu peOCHKa B MEAHWIIMHCKYIO OPTraHU3alHi0, B KOTOPOW JaHHBIC

yCIIOBUA OYAYT COOJIIOACHBI B TOJTHOM 00BEME.

1.6 Kiuanyeckass KapTuHa 3a00J1eBaHUSI WJIH COCTOSIHHS (rpvnnbl 3a00J1eBaHUM

HJIN COCTOSTHHN)

B OCHOBHOM KJIMHHYECKHE TPOSABICHHS CBs3aHBl C 3aMEIICHUEM HOpPMaJbHOU
FeMOIMOATUYECKON  TKaHM  ONYXOJEBBIMM  KJIeTKaMH  (aHeMHs,  TPOMOOLIMTONECHHUS,
TPaHyJIOIUTOINEHNUS), UHPUIbTPAIEl MMHU pPa3IMYHbIX OPraHOB U MPOAYKIHUEH pa3IHNuHbIX
uTokHOB [9]. [Jlebror OMIJI MoxkeT OBITh OCTPHIM CO 3HAYUTEIHHBIM IOBBHIIICHUEM
TEMIIepaTypbl Tela, pe3Kod cnaboCcThi0, WHTOKCHUKALMEH, KPOBOTOUYMBOCTBHIO, TSHKEIBIMH
uHpekuusmu. OgHaKo, TUarHo3 B psijie ClyyaeB YCTAHABIMBAIOT MPHU AUCIAHCEPU3AIMH WU B
ClIy4ae rOCMUTAIU3AIMH 110 IPYroi MpUUKHE.

IIpu 0OBEKTHBHOM OOCIIEAOBAaHMM MOXET HE HaONI0JaThCs HUKAKUX cUMITOMOB. Ho

JIOBOJILHO YaCTO BBISBIISIETCS YBEJIMYEHUE MepuepuyecKrX TUMQPaTHYECKUX Y3IJI0B, NEUCHH,
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cele3eHKH (4To HauOoyiee XapakTepHO JUIsi MOHO- M MHEIIOMOHOOJACTHOTO JIeHKO3a),
TUNepIIa3us JeceH (P MHUEIOMOHO- U MOHOOJIACTHBIX BapuaHTaxX ), MHPUIbTPAIHs KOXHU (TIpu
MHEIOMOHO- U MOHOOJACTHBIX BapHaHTaX), TEMOPPATHUYECKUN CHHAPOM pa3IMYHON CTEHeHU
TSKECTH - OT TMEeTeXUaJbHBIX BBICBIMAHUNA J0 TSDKENBIX KPOBOTEUYEHUU, OONMM B KOCTSX,
apTpaJIrdi, HEBPOJIOTUYECKAsh CHUMITOMAaTHKa (MEHHMHIealbHble 3HAaKU - TOJIOBHas Oo0Jb,
PUTHAHOCTD 3aTBUIOYHBIX MBIIIL, cUMITOM KepHura, mape3 JHIIEBOTO, TJa30/IBUTATEIBHOTO U
JpYyTUX HEPBOB, Mape3bl HIDKHUX KOHEYHOCTeH M T.1.). B aHamm3ax KpoBH MOTYT OBITH
Hecnelu(pUUYeckre MW3MEHEHUS: TPEXPOCTKOBAas LMTONEHUS, WIM AaHEeMHs, WIH TOJIbKO
JeHUKONEeHUsT WM JIEWKOLUUTO3, WJIM TPOMOOLUTONEHUs. briacTHple KIETKH MOTYT He
OTIpeNeNAThCA B aHaIM3e Nepudepudeckoil KpoBH U, HA000pOT, cocTaBiiATh 90-95% Bcex
neiikormToB. KonmuecTBo NEeHKOIMTOB Takke BapbupyeT oT MeHee 1,0 1o 200-300x10°/m u
6onee. IIpumepno B 15% cinydaeB B nebroTe 3abojeBaHMs oONpeAessercs JerkouuTo3 Oolee
100x10%/m.

HuddepenunanbHas AMATHOCTHKA: MpH  OOHAPY)KEHHHM MATOJOTMUYECKUX OJIACTHBIX
KJIETOK B IyHKTaTe€ KOCTHOT'O MO3ra W/Wid B nepudepuyeckord KpoBH, AMArHO3 COMHEHHN He
BbI3bIBaeT. OTCYTCTBUE OJACTHBIX KJIETOK B MEepUPEpUUECKOil KPOBU HE MCKIIIOUYAET OTCYTCTBUS
OMJI. VBenuueHwe 4YHCIa JICUKOIUTOB CO CIBHTOM (DOPMYJIBI BJIEBO TMPHU Pa3IAYHBIX
UHQEKIIMOHHBIX MpoIleccax, a TaKKe TPOMOOLUTONEHHs, aHEMUSI M TeMOPPAarui4ecKuii CUHAPOM
IPU TSHKENBIX WHPEKIUAX U CETICUCe MOTYT BbI3bIBaTh COMHEHUS B nuarnoze OMJI, HO B Takux
ClIydasix HUKOTJja He 0OHapy»XUBaloTCs marosnoruyeckue OiactHele kieTku. Hepeako tpebyercs
muddepeHManbHas AMarHOCTUKA ¢ UH(EKIIMOHHBIM MOHOHYKJIE030M U HEKOTOPBIMU APYTUMU
BUPYCHBIMH HMH(EKIHMsIMHU, TeM Oojiee 4YTO KIMHUYECKas CHMIITOMaTHKa (TIOBBIIICHHUE
TEMIIepaTypbl Tena, 00 B ropie, yBeIU4eHHUE JUM(PATHUECKUX Y3JIO0B, MEUYEHHU, CEJIC3CHKN)
MOXXET HarmoMuHaTh TakoByr npu OMJL. JluddepernmanpHplii TMarHo3 JOHKEH MTPOBOIUTHCS
CO CJIENYIOIMMH 3a00JICBaHUSIMU: IPYTHUE OCTPHIC JIGUKO3bI: OCTPhIH JTUM(OOIACTHBIN JIEHKO3,
OCTpBIil JIEHKO3 CO CMEUIaHHBIM (PEHOTHIIOM, MUEJIOJUCIIIIACTUYECKUNA CHHAPOM, FOBEHUIIbHBIN
MUEIOMOHOLUTAPHBIN JIEWKO3, JIEMKEMOUJHBIE peakluuu, aruiactudyeckas ademus; 3HO
HEreMaTOJIOTHYECKOW Tpupoabl (HeHpoOiaacTomMa, CapKOMBI M JIp.), OCOOCHHO TpH HAIMYUU
SKCTpaMeNyJUISIPHBIX ~TOpPaXEHUH, ¢ OJaCTHBIM KPU30M XPOHHYECKOIO MHENoJIeHKo3a
(mpucyrctBue (unanenbPUACKOl XpOMOCOMBI MOTYT OOHAapy>KMBaThb U TIPU BIEPBBIC
nuarHoctupoBaHHbIx OJI).

Ocoboro BHUMaHHUS 3acCiIyKHBAIOT BHEKOCTHOMO3TOBbIe mposiBieHuss OJI, ocobeHHO
HEUPOJIEHKO3, KOTOPBIA MOXKET ONPENENAThC U B MOMEHT aAuarHoctTuku OJI. Bo3HUKHOBEHHE
Helponeiiko3a 00yCIOBICHO PAacIpPOCTPAaHEHUEM JIEUKO3HBIX KJIETOK B OOOJOYKH T'OJOBHOTO M

CIMHHOTO Mo3ra. B psane cimyuyaeB HaOmofaercs JeWKo3Has MHQUIbTpaAus mnepudepruuecKux
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HEPBOB C pa3HOOOpA3HbIMH [IBUTaTENbHBIMH W UYYBCTBUTEIbHBIMU HApPYIICHUSMHU, WU
OOHapy»XMBaeTCs 04YaroBoe IMOPaKEHHWE BEIIeCTBA TOJOBHOro Mo3ra. Heiiponeiikos
XapaKTEepU3yeTCs: MEHUHT€AIbHBIM U TUIEPTEH3MOHHBIM CUHAPOMOM: OTMEUYAETCsl MOCTOSIHHAS
rojioBHast 00Jib, BO3MOXHa pPBOTA, BSUIOCTb, BBISBISIETCA OTEK IMCKOB 3PUTENIbHBIX HEPBOB,
HUCTarM, KOCoOrIJla3ue, Apyrue MpU3HaKu MOPakKeHUs YEeperHO-MO3TOBBIX HEPBOB, PUTHIHOCTH
3aThUIOYHBIX MBI, cumnToM Kepuura. [Ipu OMJI Heiiponieiiko3 JOBOJIBHO PENlOK B J1e0IOTE
0oJIe3HU, TeM HE MEHEE BCTPEUAeTCs MPU MUEIOMOHO- U MOHOOJIACTHBIX BapHaHTaX, OCOOCHHO
npu Tex (Gopmax JIeMKo30B, Korja oOHapyXUBalOT MOJOMKY 16 xpomocomsl — inv(16) (y 30%
TaKMX TAIMEHTOB TPH OTCYTCTBUHM MPOQPUIAKTUKH BO3HHKAeT Heiposeiko3). I[Ipu OMJI k
IKCTPAMEIYJUSIPHBIM OTHOCAT TOPaXCHHUS KOXHM (JIGMKeMHIBI - dYalle BCero 3To 0arpoBo-
CUHIOIIHBIE YIUIOTHEHHUS, Y3€JIKH B KOXE), CETYaTKH, JECEeH, SMYeK, SUYHUKOB. OmHcaHbl
NOpaXeHUs TUMPATUYECKUX Y3JIOB, JIETKUX, KUIICYHUKA, CEPACYHON MBIIIIBI, MOYETOUHUKOB.
[Tpu OMJI skcTpamMenysisipHble MOPAXKEHUST MATKUX TKaHEW paHee Ha3bIBAIM »XJIOpOMoOii«. B
HACTOsIIEe BpeMs JIIsl 0003HAUYCHUS TOPAKESHHSI MITKUX TKaHEH U OPraHOB UCIOIB3YIOT TEPMUH

MHUCJIONAHAsS WA I'paHyJIONUTapHadA capKoMa.
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2. IuarHocTuka 3a200JieBaHUsI MJIM COCTOSIHUSL (Tpynnbl 3a00JieBaHUl WIIH
COCTOSIHMII), MEAUIIMHCKHE MOKA3AHUA M NMPOTHBOINOKA3AHUS K NPUMEHEHUIO

METOA0B TMATHOCTUKH

Mnocue pexomenoosanuvie Memoovl OUACHOCMUKU 3A001€8aHUS 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 ycmanoenenua ouaznosa/cocmoanusn: ouacnoz OMJI ycmanasiusaiom Ha
OCHOBAHUU OOHAPYIHCEHUs. 8 NYHKMamoe (acnupamoe) KOCMHO20 M032a Ul 8 nepugepuieckoll
kposu He menee 20% OIACMHBIX KIEMOK, AUOO HE3A8UCUMO OM NPOYEHMHO20 COOEPIHCAHUS
OaCMHbIX KIEMOK NPpU HAIUYUU NamocHOMonuunvlx 011 OMJI mopghonocuueckux npusHakog
(nanouex Ayspa) u xpomocomuwix anomanuui: 1(8,21) (q22; q22) AML/ETO, t(15;17) (ql12; qll-
12) PML/RAR-o, inv(16) unu t(16,16) (p12; q23) CBF/MYHI1, t(1,;22)..

Cseo0nas mabauya ucciedo8anuti, HeoOXO0UMbIX 0 OUACHOCMUKU U eepudpuxayuu
ouaenoza OMJI, npeocmasnena 6 Ilpunosicenuu A3.1. Ha ocHosanuu KiuHuuecKol Kapmumsl, a
makodice aHanu3a pe3yibmamos nepeducieHHblX Uccie008anull, NayueHmos8 Cmpamugpuyupyrom
Ha MoneKyusipHo-eeHemuueckue (cm. Ilpunoosicenue A3.5), a maroice KiuHuueckue 2epynnvl

npocHo3sa.

2.1 ’Kaa00bLI 1 aHAMHE3

Knunuueckue nposenenuss npu OMJI 06biun0 c643aHbl ¢ UBMEHEHUAMU 8 2eMozpamme —
yumoneuueu.

Hevimponenuss — 6axmepuanvuvle un@ekyuu, npossiawwuecs, Kak Npauio,
JIUXOPAOKOU,

Anemus — cnabocmo, ymomnsiemocms. Odbwas crabocms npucymcemayem y 6016 uuHCmea
nayueHmos;

Tpomboyumonenus — 2cemoppacudeckuti CUHOPOM 6 ude nemexuil, Kpo8omMo4UsoCmu
deceH, HOCOB8bIX KPOBOmMeUeHUll, MEHO- U MEMPOPPACUU.

B nexomopwix cnyuwasx mocym uabnwodamvcs occaneuu, B-cumnmomwl (nuxopaokxa,

CHUJICEHUE MACCbl meild, 8blpANCEHHAA I’lOl’I’lﬂuf?OCWlb).
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e PexomeHayercsi BceM NalMeHTaM MOpH NOAO3PEHUHM M TpU ycTaHoBieHHOM OMII:
TIIATENbHBIM cOOp aHamHe3a 3a0olieBaHMsI C YTOYHEHMEM TEpanuu, KOTopas
MIPOBOAMIIACEH B CBSI3U C ATHM 3a00JI€BaHUEM HIIU IO TIOBOJY ApYTHX 3a00JieBaHUl paHee,
CEMEHHOTO aHaMHe3a, a TAKXKe MOoAPoOHOe onucaHue xanob namuenta [1,3,10].
YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

2.2 Pu3ukajabHOE 00CIeT0BAHUE

e PexomeHayercsi BceM MalMeHTaM MpH MOJO3PEHUM M MOpH ycTaHoBiIeHHOM OMJI
MPOBOANTH (PU3UKaANIbHOE 00CIeI0BaHUE, BKIIIOYAIOIIEE N3MEPEHHE POCTa U Macchl Tea,
TEMIIEpaTypbl TEJA; OLEHKY COCTOSIHUS KOXHBIX MOKPOBOB, KOCTHO-CYCTaBHOM CHUCTEMBI;
BBISIBIICHUE MPU3HAKOB T'€MOPPATMYECKOr0 CHUHJPOMA; HAJIIMYUE TeNaTOCITIEHOMETaInu,
nuMbaZeHONaTUN; HaJUYue TPU3HAKOB TMAaTOJOTMH CEPIAECYHO-COCYIUCTON CHCTEMBI,
JIETKUX, IEYEHHU, OPTaHOB PHIOKPUHHOM, HEPBHOU cucTeMBI [11].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

KommenTapuu: npu guzukanvrHom obcredosanuu y yacmu nayueHmos (6 OCHO8HOM, C
OCMpbIM  MUETIOMOHOOIACMHBIM — JICUKO30M, OCHPbIM — MOHOOIACMHBIM — 1eUKO30M)
8bIABNAIOM NPUSHAKU «NPOAUDEPAMUBHO20» CUHOPOMA — CHIEHOMEe2dNUs, Y8eauyeHue
JUMpamuyecKux y3i08, KoxicHvle Jnetikemuovl. Jletikemuowt visasnsrom ¢ 13% cnyuaes u
uMerm 6ud Y3i08 ¢ USMEHeHHbIM yeemom koodicu Hao uHumu [12]. Ilpu muenouownou
capkome  BbIAGNAIOM  IKCMPameOyJLIApHble  Onyxojesvle 00pA308aHUs  pa3IUYHOU
apokanuzayuu [13]. B ocmanenom nposgneHus Manocneyu@uunvl U - BKIIOUAIOM

CUMNMOMbl, C653AHHbIE C qumoneHueﬁ.

2.3 JIaGopaTopHbIe AMATHOCTHYECKHE HCCIEeI0BAHUS

e PexomeHayeTrcst BCEM MalMEHTaM P NMOJ03peHUH, quarnoctuke OMJI, a Takxke B xoae
Tepamul C YacTOTOW JO €XKEJHEBHOro (MO0 TMOKa3aHUsAM), BBHIMOJHEHHE OOIIETOo
(KTMHUYECKOTO) aHalu3a KpoBU ¢ MU(GEepeHIIMPOBAHHBIM MOJACYETOM JICHKOIIMTOB Ha
ABTOMATHUYECKOM aHamu3aTope (JISMKOIMTapHOU (PopMyIibl), HE HA AaBTOMAaTHUYECKOM — T10
MOKa3aHusIM (CM. KOMMEHTapHUi) U UCCIICIOBAHUEM YPOBHS TPOMOOIIMTOB B KPOBH [ 14].
YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJbCTB — 5)

KommenTapuu: kax npasuno, 6 oeorome OMJI, evissisiemcs HOPMOXPOMHAS,

HopmoyumapHas aHemus pasvzulmoﬁ cmenenu msocecmu. Konuuecmeo pemuxkyioyumoe 6
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npeodenax HOpmuvl unu crudxceno. Ilpumepno y 75% nayuenmog umeemcs mpomoOOYumoneHus.
CpeOnuii yposenb nelikoyumos Ha >mane YCmanoeneHus ouaznosa oxono 15x10°/n. YV 20%
nayuenmog guxcupyiom netikoyumos 6onee 100x10°/n.

Ilo nokasanusm noocuem netuKoyumapHou ¢opmynsbl HeoOX00UMO BbINOIHAMb He HA
asmomamuieckom ananuszamope. Pekomendyemcs ucciedosamo kax munumym 200 nevxoyumos

6 MasKe nepugepuueckoll Kposu.

e PexoMeHnayercsi BceM NAlUEHTaM IpPU MOJO3PEHUM M IIpU ycraHoBieHHoM OMIJI, a
TaKke B XOJI€ TEpallMM C YacTOTOW BIUIOTh JO €XEeAHEBHOW (HO He peke 1 pasa B
HEJIEI0), BBIMOJHUTH aHAJU3 KPOBH OMOXMMHUYECKHH  OOIIEeTepareBTHUYCCKUI
(uccnenoBanue ypoBHsA 00Iero Oeinka B KpPOBM, HCCIICAOBAHHE YPOBHS ajlbOyMHHA B
KpOBHM, MOYEBHHBI, KpeaTuHuHa, OwnmpybuHa (obmiero), AJIT, ACT, JIAI, natpus,
Kanusi, OOLIero KajbIUs, TJIOKO3bl) JI JTUArHOCTUKU COMYTCTBYIOIIEH IaTOJOTHU
(3abosieBanHMil) U ONIPEACIICHUS] TAKTUKHA COMTPOBOIUTEILHOM Tepanuu [ 14].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e PexomeHayercsi BceM MalMeHTaM MPH MOJO3PEHUM W TpU ycTaHoBieHHOM OMJI, a
TaKke€ B XOJle¢ TepaluM C 4YacTOTOM BIUIOTh /0 €XEeJAHEBHOro (HO He pexe | pasza B
HEZENI0) BBIIOJIHUTE KOAryjaorpaMMmy (OpUEHTUPOBOYHOE MCCIEAOBAHUE CHCTEMBI
remoctaza): AUTB, mnporpomOuHOBOE Bpemsi, (QUOPHHOTEH s IUArHOCTUKU
CONYTCTBYIOIIEH TMAaTOJIOTUM M OCJIOKHEHUH, a TakkKe OIpelNeleHUs] TaKTUKU
CONpoBOAUTENRHOM Tepanuu [3,14,15].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e PexomeHayercsi BceM MalMeHTaM MPHU MOJO3PEHUM W TpU ycTaHoBieHHOM OMJI, a
TaK)Xe B XOJI€ T€paluy BBHITOJHUTH OOUINM (KIMHUYECKUI) aHAIN3 MOYH C YacTOTOM OT
€KEHEJIENIBHOTO /10 €KEMECAYHOro (TI0 MOKa3aHUsAM) JUIsl TUarHOCTUKU COIYTCTBYIOIIEH
IIATOJIOTUU U OIIPENIETICHNS TAKTUKU COIPOBOANTENBHON Tepanuu [14,16].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0KAa3aTeJIbLCTB — S)

e PexoMeHnayercsi BceM NAlMEHTaM IIPU MOJO3PEHUM M IIpu ycraHoBiaeHHoM OMIJI, a
TaKXe B XOJ€ Tepanuu ¢ yactoToil 1 pa3 B 3 mecsueB (Mpu TrOCHUTATU3ALNY MTAlLIUEHTA)
onpeneneHue antuten kiaccoB M, G (IgM, IgG) k Bupycy ummyHonepuIiuTa deoBeka

BH1Y-1 (Human immunodeficiency virus HIV 1) B kpoBwu, onpenenenrne aHTUTE KJIACCOB
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M, G (IgM, IgG) x Bupycy wummyHomedumura uyeroBeka BHUY-2 (Human
immunodeficiency virus HIV 2) B kpoBu, ompenenenue aHtureHa p24 Bupyca
ummyHoiepunura yenoseka BUU-1 (Human immunodeficiency virus HIV 1,) B kpoBu u
pu HEOOXOJUMOCTH MOJIEKYJISIPHO-OMOJIOTMUECKOe HCCIeI0OBaHHEe KPOBH Ha BHpPYC
nmmyHoaeduiuta uenoBeka BUY-1 (Human immunodeficiency virus HIV-1) nns
YTOUHEHHUsI HEOOXOJMMOCTH OJHOBPEMEHHOTO TMPOBEJACHUS MPOTHBOOIYXOJIEBOH U
aHTUPETPOBUPYCHOM Tepanuu [3,14,17].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)

e PexoMeHnayercsi BceM NalMEHTaM IIPU IMOJO3PEHUM UM IIpU ycraHoBiaeHHoM OMIJI, a
TaKXe B XOJ€ Tepanuu ¢ yactoToi 1 pa3 B 3 mecsueB (Mpu TOCHUTATU3ALNH MTAlLIUEHTA)
onpenencHue antureHa (HbsAg) supyca rematuta B (Hepatitis B virus) B kposw,
onpeneneHue anturen kK Bupycy remaruta C (Hepatitis C virus) B KpoBH, W, TIpH
HEOOXOIUMOCTH, MOJIEKYJISIPHO-OMOJIOTUIECKOTO HUCCICOBAHMUS KPOBH Ha BHpPYC
renatuta B (Hepatitis B virus) u Ha Bupyc renatuta C (Hepatitis C virus) ¢ LEIbIO
YTOYHEHHs] PUCKa pEeaKTUBALMM BUPYCHOTO remaTUTa U, B cllyyae HEOOXOAWMOCTH, €€
npodunaktuku [3,14,18,19]

YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Pexomenayercsi BceM NaUMEHTaM MOpH MOAO3PEHUU W TpU ycTaHoBiaeHHOM OMII,
MOJIEKYJISIPHO-OMOJIOTUYECKOE HCCeJ0BaHNEe KPOBH Ha Bupyc npoctoro repreca (Herpes
simplex virus), Ha muromeranosupyc (Cytomegalovirus), Ha Bupyc OmmteiiHa-bapp
(Epstein - Barr virus) ¢ 1eipio yTOUHEHHs pUCKa Pa3BUTHS TeprieTHUecKo HH(eKuuu u,
B clTydae HeOOXOUMOCTH, €€ MPodUIaKTUKH (110 mokazaHusMm) [3,14,20].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Pexomenayercs Bcem mamuentaM ¢ OMJI ¢ monmo3penueM wiu BbisineHueM ®OH no
Ha3HAYeHUs]  AHTUMUKPOOHON  Tepamuu  MPOBEACHHE  MHUKPOOHOJIOTHYECKOTO
(KynbTypaibHOI0) HCCIEAOBAaHUS KPOBM HAa CTEPWIBHOCTh C LEJbIO0 BBISBICHUS
6akrepuemun/pynremun| 104 - 117].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)
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KommenTapuu: mukpobuonocuueckoe ucciedoganue Kpoeu HA — CMEPUTbHOCD
npPo600sam 00 HA3HAYEHUs aAHMuOUOMuKos. Bzamue kpoeu npouzsooumcs u3z kKamemepa
6eno3Ho2o yenmpanvrozo (L{BK) nepughepuuecku 6600umoco, a 6 ciyyae e2o omcymcmeus — u3
nepughepuveckoil 6eHvl Npu GeopPUILHOM Nnodveme mMemMnepamypsl, 3NU300e cUnomepmull,
03HO0De u/unu HeCcmaduIbHOCMU 2eMOOUHAMUKU, NOSAGNIEHUU CeNMUKONUeMUYecKux ouazos. llpu
Hanuuuu 'y nayueHma muocokananvhoeo [{BK u nodo3penuu ma pazeumue KamemepHOU
ungexyuu Heobxo0umMo Hadbupamv 00pazybl Kpoeu U3 Kaxcooeo Kauana. Ilonyuyenue
00CMOBEPHBIX Pe3YIbMAmMO8 G03MONCHO NPU NPABUTLHOM 8blOOpe (PIAKOHO8 U COOMEemcmaeun
obvema Hadbupaemol O0as Ucciedo8anus Kposu: oemsam 0o 10—12 ke - 6 neduampuuecxue
@naxonsl 8 00veme 1—3 ma, demsam cmapuie mpex jiem - 8 a’podHvie ghraxonsvl 8 odveme 6—10
ML (Haubonee onmMuUMAaIbHO UCHONBL30BAMb ABMOMAMUYECKUL AHATUZAMOD 0N 2EMOKYIbMYP).
Ilpu 603modiCHOU  aHA3POOHOU dMuUONOUU  UHDEKYUOHHO20 npoyecca — 6 aHAIPOOHble
¢naxonvl, npu nooo3peHuu Ha 2pudkosyr un@ekyuio - 6 mukomuuyeckue. Bo usbescanue
KOHMAMUHAYUYU U JOXHCHOU UHMepnpemayuy HeooXo0uMo uemkoe coOnooeHue mexHUuKu
acenmuku npu 63AMuY Kposu. s NovluleHUs 4y8CMEUMeNbHOCMU UCCIe008aHUS NOKA3AHO
npogedeHue 08YX- U MPEXKPAMHO20 635MUs KPOSU 6 MedeHue Nepevbix CYMOK JIUXOPAOKU.
Tlocne sepuguxayuu muxpoopeanuzma oanvbHelwue Uccied08aHus Kposu nposoosm uepes 24-48
Yacog Om  HA3HAYEHUs AHMUOAKMEPUANbHOU mepanuu U 00 NOJAYYEeHUs Nepeoco
ompuyamenvHozo pezyibmama. IlosmopHoe Mmuxpobuonocuueckoe uUcciedo8anue Kposu
Heobxooumo npoeooums npu nepcucmenyuu PH 6 meuenue 72 uacos, a makdice nepeo

ackanrayueti aumubdaxkmepuanvHou mepanuu [114 - 117].

o Pexomennyercs Bcem mnamuentam ¢ OMJI ¢ ¢eOpunpHONW HEWTpomeHued mpu
MIOJIOKUTEITBHOM pe3ybTaTe MUKPOOHOJIOTHYECKOTO MCCIIeI0OBaHUS KPOBU ONpECICHUE
YYBCTBUTEJIHLHOCTH MHKPOOPTaHM3MOB K aHTHUMHUKPOOHBIM XUMHOTEPANEeBTHYECKUM
npenapatam (HamOojiee ONTUMalbHO — MeToAoM pasBeneHuid — A26.30.004.003, c
HCIIOJIb30BAHUEM aBTOMATHYECKUX aHanu3aTopoB - A26.30.004.004) nns Ha3HadyeHUA
aziekBaTHoro Jieuenus [114 - 117].

Yposenv  yoeoumenvnocmu - pexomenoauyunn C  (yposenv  Oocmosepnocmu
O0oKkazamebcme — 5)

Kommenmapuii: ¢ yuemom pacmyweri y4acmomsl aHMUOUOMUKOPEIUCTNEHMHOCMU
Heobx00UMOo npoeooumy onpedenenue YY6CMEUMENbHOCMU AHMUMUKDOOHBIM
XumuomepanesmuiecKkuM npenapamam, 8 mom yucie - 2pynnvl pe3eped, a maxice onpeoesisims

()emepMuHaHmbz PESUCMEHNTHOCMU.

23



e Pexomenayercss Bcem mamueHtTam ¢ OMJlI  nmpoBoauTh MHKpPOOHMOIOTMYECKOE
(KynpTypajbHOE) HCCIEeOBaHME Kala Ha a’poOHble M (aKyIbTaTUBHO-aHA3POOHBIE
MUKpPOOPTaHM3MBl C IICNIbI0  BBISIBJICHUS  KOJIOHU3AIMU  CIM3UCTOM  OOOJIOYKH
IPaMOTPHUIIATEILHBIMU OaKTEPUSIMH, YCTOMUYMBBIMH K JIEUCTBHIO aHTHOMOTHKOB [120-—
123].

YpoBeHb yOeauTeNnsHOCTH peKoMeHaanuii B (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB —
3).

KoMmMmeHnTapuu: muxpobuonocuueckue ucciedo8anus nposoosm 0js TPEIU3NOHHON
AHTUOMOTHYECKON Tepanmuu B XOJ€ JICYEHUS 0pH Hanuyuu (QeOpMIbHON JUXOpaaku U

WH(EKIIMOHHBIX OCJIOKHEHHIA.

e Pexomenayercssi BceM mnanueHtam ¢ OMJI u ®H ¢ pauarHoCTHYECKON 1ENbIO
MHKPOOHOJIOTHYECKOE (KYIbTypajdbHOE) HCCICAOBAHUE OTICISIEMOTO M3 TOJOCTH PTa;
MHUKPOOHOJIOTHYECKOE  (KYyIbTypajdbHOE) MCCICAOBAHME MOYHM Ha a’poOHBIE U

(baKynbTaTUBHO-aHA’POOHBIE YCIOBHO-NIATOT€HHbIE MUKPOOPTraHu3Msl [3,21,22].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

e PexomeHayercsi BceM MalMeHTaM MPHU MOJO3PEHUM W TIpU ycTaHoBieHHOM OMJI, a
TaKXe B Cilydae pa3BUTUS peuuauBa U nocie BeinoigHeHus amio-TI'CK, ompenenenue
OCHOBHBIX rpynn kposu 1o cucreme ABO u onpenenenue antureHa D cucrems! Pesyc
(pe3yc-akTop) AJIsT BO3MOXKHOCTH BBITIOJIHEHHSI 3aMECTUTEIBHONM T€éMOKOMITOHEHTHOM
Tepanuu Mpu HAJMYWHU MTOKa3aHUH 70, BO BpeMs WU nociie Tepanud [3,14,23].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e PexoMeHayeTcsl BceM IMalM€HTaM BBIMOJIHEHHE LUTOJIOTUYECKOTO MCCIEAOBAaHUS MasKa
KOCTHOTO Mo3ra (MuenorpaMmbl) npu mnojo3peHun Ha OJI, a Takke manueHTam c
BepudunmpoanaeiM  OMJI B mporecce Je€yeHHs, IOCIE€ OKOHYAHHUS IPOrpaMMbI
HWHAYKIOWH, KOHCOJHWAAUWW, B XOAC IPOBCACHUSA HOI[IICp)I(I/IBaIOH_[eﬁ TCparuu, mneper
BbinmosHeHneM amio-TI'CK, mocne 3aBepiieHds] BCeW 3allJTaHUPOBAHHOM MPOTrPAMMBI
JICYEHUs, a TaKKE MPU BBISIBICHUU U3MEHEHHMH B 00IEM KIMHUYECKOM aHAJINU3€ KPOBU
BHE CBSI3U C MPOBOIMMBIM JICUEHHUEM W/WHM Moao3peHuu Ha perunuB OMIJI ¢ menbio

KOHTpOJIs cTaryca 3aboneBanus [3,14,24,25].
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YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

e Pexomenayercs BCEM TAIMEHTaM TIPU KOHCTATAllMU pEIUANBA BBITIOJTHUTH
JIOTIOIHUTENBHO K  IUTOJIOTHYECKOMY MCCIEIOBAHHMIO Ma3Ka KOCTHOTO MoO3ra
(MHenorpamMmbl) IUTOXUMHUECKOE MCCIIEJOBAaHNE MUKpOIIpernapaTa KOCTHOro Mo3ra (Hiu
OTIIEYATKOB TpemaHoOMomTara KOCTHOTO MO3Ta, NpPH HEBO3MOXHOCTH IOJY4EHUS
acnipara) ¢ MOp(HOJIOTHYECKUM U IIUTOXUMHUECKUM HCCIEIOBAHUSIMHU OJACTHBIX KIETOK
JUIS TIOATBEPKIACHHUS peluanBa M UACHTUDUKAIMKU KIeTOYHOW auddepeHnpoBKu
[3,14,24,25].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

KommenTapuu: nonyuenue yumonozuuecko2o npenapama KOCMHO20 MO32d NymeM
NYHKYUU 5611emcsi 00583amenvHol pYMUHHOU OuazHocmudeckol npoyedypot. Ilpoyedypa
O0JIHCHA NPOBOOUMBCA NOO HAPKO30M (NpU CO2NACUU 3AKOHHO20 NPeOCmasumens pebeHKa u/umu
pebenka 6 sospacme om 15 nem)!

Ma3sku kocmHo2o Mmo32a uccredyiom ¢ nomoupio oxpacku no Maio-I pronsanvoy,
Ilanneneeimy unu Paiimy-I'umse. Boinonnenue mpenanouoncuu He s6isiemcs 0053amenvHuiM, 3a
UCKTIIOYeHUeM CUmyayuti ¢ maxk HA3bI8AeMbIM «CYXUM NPOKOIOMY» UIU OYEHb CKVOHbIM
nyHKmamom kocmuozo mo3sea. Credyemuccieoogamov xax munumym 500 s0pocodeparcauyux
K1eMmoK 8 Ma3Ke KOCHMHO20 M032d.

s yemanoenenus ouaenoza OMJI 6 maske nepughepuueckoi Kposu uiu KOCMHO20 MO32a
Heobxooumo nanudue 20% unu donee onacmuvix xiemox. Ipu OMII ¢ t(15;17), ¢(8;21), inv(16)
unu t(16,16) u npu HekOmMopwvix CIYYAAX OCMPO20 SPUMPOMUEN03A 0018 OIACMHBIX KIEMOK
mooicem Ovimv menee 20%. B coomeemcmeuu ¢ Hosou knaccuguxayueiu BO3 2016 200a
npoyenm O1ACMHbIX KIemOoK NOOCUUMbLEAIOM 8HE 3A8UCUMOCTIU OM 00U KPACHO20 POCIKA.

Muenobracmul, MOHOOIACMbL U Me2aKapUOOIACTbL 6KIOUAIOM 8 0OUjee YUCIO OIACMHBIX
kremok. B cayuasx OMJI ¢ moHOOIGCMHOU, MOHOYUMAPHOU U MUELOMOHOYUMAPHOLU
ougpepenyuposxoil npOMOHOYUMbL (HO He amunuyeckue/3peivle MOHOYUMbL) MAKICe CUUMAom
IKBUBAEHMAMU ONACMHBIX KIIeMOK. Ipumpoobaacmol He 8KII0UAIOM 8 obujee Yucio Oaacmubix
KIemoK.

Jna eepughuxkayuu OuacHo3a UCMUHHO2O 3PUMPOOIACMHO20 Jleliko3a npu noocyeme
NYHKMAmMa KOCMHO20 M032d KIemKU 3PUmMpOUOH020 psaoa 00icHbl cocmasiames >80% om ecex
K1eMOK KOCMHO020 MO032d, NPU 2MOM HPOIpUmpoodaacmol 00n4cHul b6bimb >30%, 6e3 yuema

muenobnacmos.  Ilpospumpobnacmol, 6 coomeemcmeuu ¢ Homenxknamypou BO3, - smo
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He3penvle 3PUMPOKAPUOYUMDbL, NPU OMOM, 8 COOMBEMCMEUU ¢ MePMUHONIO02Uel KIemoK
apumponosza no MHA. Kaccupckomy u I['A. Anexceesy, — osmo spumpobracmel u
nponopmoobnacmul.  Ilpu ucmunnom dpumpobracmuom  jeukose  OUCMe2aKapoyumonod3s
8CMpeuaemcs 4acmo, 8 mo 8pems Kak OUCepanyioyumonoss — peoko [26].

Buinonnenue yumoxumuuecko2o uccnedosamus MuKponpenapama KOCMHO20 Mo32d
HeoOxo0uMo, Oaxce eciu Onpeoensemcs BblCOKOe CoO0epicanue ONACHbIX KIemoK 8
nepughepuueckoll Kpogu. Imo c8A3aHO ¢ meM, Ymo 8 pade Ciyuaed Yumoxumuyeckue peaKyuu
Mo2ym 0asambv paziudnsie pe3yibmamsl 8 KIemKax nepugepuueckol Kposu u KOCmMHO20 M032d,
YUMo Moxcem noeiedsb 3a cooou ycmanogienue oumnudo4Ho2o ouazHo3a. /Juazno3 oCHo8bl8aOM Ha
pe3yIbmamax uccie008anus, NOAYYeHHO20 HA KIemKax KOCMHO20 Mo32a. Mcnonv3yrom peakyuu
Ha muenonepoxcudasy (myeloperoxidase - MPO) unu cyoanoswiii yephwlil, Hecneyupuueckyio
acmepasy (arva-nagpmurayemamscmepasy, nOOAGIAEMYI0 UIU Hem @GMOpuooM Hampus) u
PAS (Periodic Acid Schiff). Obuapyacenue muenonepokcuoasvl 8 3% u bonee O1acmHuvLx K1emox
YKa3vleaem Ha MUEIOUOHYIO TuHUlo ouggepenyuposku. B mo dce epems ee omcymcmeue He
UCKII0YAem MUeiouoHyi0 HAnpagieHHOCMyb KIemoK, NOMOMY Ymo 6 PAHHUX Muerooiacmax, a
makoice MoHobnacmax, mezakapuoonacmax u spumpoonacmax MPO <3% umu He
onpeoensemcs. Oxpacka cyoaHosvim uepHulM aHanocuuna MPO, wno saensemca menee
cneyugpuunon. Hecneyuguueckas scmepaza umeem 6blCOKVIO OUDDY3HYIO ULU SDAHYIAPHYIO
YUMONAASMAMUYECKYIO AKMUBHOCMYb (8 3A8UCUMOCTIU OM MeMmOOUKU NPOGEeOeHUsl peakyuu)
MOHOOIACMAX U NPOMOHOYUMAX, KOMOPAs O0AHCHA NOOABTIAMbCS NOJHOCMbIO UNU 3HAYUMETbHO
@mopudom nampus. PAS-peaxyus 6 muenobnacmax onpeoensiemcs 6 oughghysHom euoe, 8
MoHObACmMax u NPOMOHOYUMAx - 8 OUG@y3HO-epanyIAPHOM, 8 SPUMPOOIACMAX - 8 8UOE PAHY
unu onoxos. Ha ocnosanuu mopgoyumoxumuiecko2o uccie0o8anus O1acmHuix Kiemox Moxicem
bvimeb ouacnocmuposano oxono 90% cnyuaee OMJI, npu omcymcmeuu axmuenocmu MPO u
Hecneyuguueckou  acmepasvl  HEOOXOOUMO  NpogedeHue  UMMYHODEHOMUNUUecKo2o

UCCNe008aHUSL MEMOOOM NPOMOUHOU YUMODII0OPUMEMPUL.

e PexoMeHnayercsi BceM MaunueHTaM Ipu nepBUYHOM auarHoctuke OJI, a Takxke npu
oOcreoBaHUM TIO0 TIOBOAY JMArHOCTUpOBaHHOTO penuauBa OMJI, BBIIOTHUTH
UMMYHO(DEHOTUIIUPOBAHUE T'€MOIMOITUYECKUX KIIETOK-MPEIIECTBEHHUI] B KOCTHOM
MO3re JJIsl ONpeAeNieHUs] MPUHAICKHOCTH ONACTHBIX KIIETOK K TOW WU WHOW JTUHHUH
KJIeTO4YHOM nuddepentmposku [3,6,14,27].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH

J10KAa3aTeJIbLCTB — S)
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Kommenrapuu: UPT evinonnsemcs ecee0a Ha KIemkax KOCMHO20 MO032d, 0adxce eciu
onpeodensaemcs  8bICOKOe cooepicanue ONACMHLIX KIemoK 8 nepugepuyeckou Kposi.
Onpedenenue npoyenma OIACMHBIX KIEMOK MemOoOOM HPOMOYHOU YUmogayopumempuu npu
NepeUYHOU OUACHOCMUKE He SGNAemcs 3aMeHOl Mopgonocuueckoco noocuema, maxk Kak
pe3yibmamsl 9mux 08X UCCIe008anull Mo2ym He cognadamo [27].

Jna noomeepicoenuss MueiouoHou HANpaeieHHOCMU ONYXO0Je6blX KIemoK Heo0X00UMOo
OYeHUMb IKCAPeCcculo Muenouonvlx aumueenos. MPO — nunelino-cneyuguueckuil mapkep
MUENIOUOHOU  TUHUY, JTU30COMANbHYLIL (epmenm 2epanyroyumos. K menee cneyughuunvim
Muenoud-accoyuuposanuvim awmueenam omuocames CDI1b, CDIlc, CDI13, CDI15, CDIé6,
CD33, CD64, CD65, CD66b, ruzoyum u opyeue. Huacnoz OMJI modxxcem Ovims ycmanogien u 8
mom cayuae, eciu MPO ne gvisgnsemcs, a onyxonegvle KiemKu IKCNpeccupyom opyaue, meHee
cneyughuunvie MuenouoHvle Mapkepwl, U uckuoueH aumgpoodracmuuiil éapuanm OJ1.

Meowcoy mopghoyumoxumuyeckou rraccuguxayuei FAB u ummynogenomunuueckumu
NPU3HAKamu Hem 4emkou Koppenayuu. bonvuuncmeo mueiouonvix mapkepog mo2ym 6vims Kax
NO3UMUBHBIMU, MAK U HecamusHbiMu npu pasuvix eapuanmax OMJI no FAB, 3a uckiouenuem
cneyugpuueckux anmueenos CD4la u CD6I, xomopvle XxapakmepHvl MOIbKO O
MezakapuoyumapHo/mpomooyumapron aunuu. asce enuxogopun A (CD235a), mapkep
IPUMPOUOHOU TUHUU, MOdcem ObiMb He2AMUBHbIM NpU  IPUMPOOIACTIHOM Jletikoze, eciu
onyxonegvle KIemKU NPOUCX00AM U3 Ooliee PAHHUX NpeouecmeeHHukos. Taxum obpaszom, no
oannvim UDT uccrneoosanus nHeavss onpedensimo FAB-eapuanm OMII.

bnacmusie knemku cuumaromes no3umueHuoIMU NO IKCHPECCUU MEMOPAHHO20 aAHMU2eHa,
eciu oH onpedensemcs Ha 20% Onacmuvlx Kiemoxk u 0Oonee (nopozogoe 3naueuue). s
YUMOniazmamuyeckux mapkepos (maxux, xkaxk yumonaazmamudeckui CD3, MPO, nuzoyunm,
s0epnas TdT u Opyeue) ucnonvzyrom 6onee nuskuu nopoe — 10%.

B cnyyae Heeosmooicnocmu nonyuenmus acnupama KOCMHO20 MO032d, GblNOIHAEMCS
UMMYHOUCMOXUMUYECKOEe UCCIe008aHUe MPEenanoduonmama KOCmHo20 Mo32d.

HUDT svinoansaom ¢ nOMowbo My1bmunapamempuieckoli RpOmoYHou Yyumo@uoopumempuu
(00b1uHO KAk MUHUMYM 3- unu 4-yeemnoti). B cnyuae ananuza mpenanobuonmama 8blnoaHAENCS
eco UI'X wuccneoosanue. Ocobenno HUDT uccredosanue HeobOX0O0UMO Ol YCMAHOBNEHUS
ouaznoza OMJI ¢ munumanvHou OughhepeHyuposKol, 0Cmpo2o Me2akapuoyumapHo2o i1euko3a u

OJI ¢ Heonpedenennou oughghepenyuposkou.

e PexomeHayercsi BceM NalMeHTaM Mpu nepBuyHOM auarHoctuke OJI a Takke npu
oOcreoBaHUM TIO0 TIOBOAY JMArHOCTUpOBaHHOTO penuauBa OMJI, BBIIOTHUTH

OUTOTCHCTUYCCKOC MCCICIOBAHUC (KapI/IOTI/IH) acrpara KOCTHOTO MoO3ra € 1CJIbHO
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BBISIBJICHHMSI aHOMAJIMU KapHOTUIA U CTpaTU(UKAIMK MAlMEeHTOB MO IpylIaM pucka, a

TaKKe JUIsl ONpENeNICHUs] TAKTUKHU JICYCHHS U BBISBICHUS MapKepa Uisi MOHUTOPUHIA

JMHAMUKHU OITyXOJIEBOTO KJIOHA Ha (oHe Tepanuu [3,6,14].

YpoBenb yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

KommenTapuu:  cmanoapmnoe  yumocenemuueckoe — UCCAe008aHUE — ABTAEMNCA
HeoOX00UMbIM KOMNOHEHMOM OUACHOCMUYeCKUX npoyedyp y nayuenma c nooospenuem Ha OJL
Xpomocomuvie anHomanuu 6ulAGNAOMCA npumeprHo y noaosunvl nayuenmos OMJI. Cemw
mpauciokayutl U uHeepcuul (u ux eapuaumol) omuocamcs BO3 6 kameeopuro «OMJI ¢
YCMOUUUBO ~ BLIABNAEMbIMU  XPOMOCOMHbLIMU — aHomanusmuy. bonee mozco, obuapyscenue
HEKOMOopbIX 2eHemuyeckux anomanuti npu Haauduu 20% u 6onee 61acmHbIX K1emoK 8 KOCIMHOM
Mo32e Aenaemcs O00CMAMOYHbIM Ol  ycmauoenenus ouaznoza «OMJI ¢  npuznakamu
muenooucniazuuy. [[nsa onpeoeneHus Kapuomuna 00CMoO8EePHbIM CUUMAEMcs UCCIe008aHUe KaK
munumym 20 memaghasz. Anomanuu Kapuomuna moz2ym YCMAHAGIUBAMbCA U HA OCHOBAHUU
uccne008anusi Kiemox nepughepuveckoli Kposu. MoHumopuHe 6via6leHHbIX NpU NepeUtHOM
uUccne0o8aHuU AHOMAIUU Kapuomuna no3eojisiem OYeHUms NOIHOMmMY 00CMUSHYymo2o 3¢ gexma
mepanuu. OnpedeeHue mex UMY UHLIX YUMOLEHEMUYECKUX AHOMAIUll yice HA MOMEHMm
ouaenocmuxu OMJI modxcem onpedenumv mepanesmuyecKylo Makmuky OJis KOHKPEemHO20
nayuenma: HANPUMep, 6blAGNeHUe KOMNIEKCHbIX USMEHEeHUUl KApuomuna uiu MOHOCOMHO20
Kapuomuna ceudemenbcmeayenm 0 HeodX00UMOCmuU NPUMEHEHUsI OMIAUYHO20 OM CMAHOAPMHO20
YUMOCmamuyecko20 8030elticmeus U 0013amenbHO20 00CYHCOeHUsI 8ONPOCA O B03MONCHOCHU
npeoenbHo panneo exnodenus anno-TI CK 6 npoepammy newenus OMJI, enioms 0o npogedenus

anno-TI'CK 6 annazuu nocie nepgo2o uHOYKYUOHHO20 Kypca (N0 pe3yibmamam KOHCUIUYMA).

e PexomeHayercsi BceM MalMeHTaM Mpu nepBUYHOM auarHoctuke OJI, a Takxe mnpu
oOcieloBaHUM TIO0 TIOBOAY JMAarHOCTUpOBaHHOTO penuauBa OMJI, BBITOTHUTH
MOJIEKYJIIpHO-TeHeTHUYeckoe ucciaenaoBanre wyrauuid B TeHe RUNXI-RUNXITI
meroaom I[P, monekynspHo-reHeTuueckoe uccienoBanue mytainuii B rene CBFB-
MYHI1 meronom [P u MonekynsipHO-T€HETUYECKOE HUCCIIEIOBAaHNE MYTallMil B T€HE
FLT3-TKI meTom0oM ceKBEeHUPOBAHUS B acmUpaTre KOCTHOTO MO3Ta JJis CTpaTU(HUKAIIUN
MAlKUEHTOB IO TPYIIAaM pUCKAa U ONpPENENICHUs TAKTHKU JICUCHHUS, a TaKXKe C LEJIbIo
BBISIBJICHHSI MapKepa JJisi MOHUTOPHHTA JTUHAMHKH OITYyXOJIEBOTO KJIIOHA Ha ()OHE Teparuu
[3,14,25].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YpoBeHb  J10CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)
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KommenTapuu: mecmuposanue mymayuii NPMI, CEBPA u FLT3 senaemcs
JHcenamenbHbIM, NOCKONLKY cospeMeHHble n00xo0wl K aevenuto OMJI npeononacarom nanuuue
ungopmayuu 06 dmux Mymayuax, max Kak MmO MOJcem 6GIUAMb HA OnpeoeleHuUe
mepanesmuyecxkou makmuku. OMJI ¢ mymayusmu 6 cenax NPM1 unu CEBPA onpeoenenvt BO3
Kak ycnoeuvle kamezopuu. Ikcnpeccus 2enos ERG, MNI1, EVII, BAALC, mymayuu cenose WTI,
RUNXI, MLL, KITRAS, TP53, TET2, IDHIu onpeoderenue MOB uccnedyromcs 6 pamxax KHU.
MonexynapHulil CKpUHUHZ HA YKA3AHHbIE MAPKEPbl CAMOCMOAMENbHO20 3HAYEHUS He UMeen, HO
KaK 6CHOMO2AMENbHbIL Memoo Modcem Oblmb UCNONb308AH NPU OMCYMCMBUU Pe3YIbmamos
CMAHOApPMHO20  YUMO2EHeMU4ecKko20  uccileooganus. B coepemennoii  monexynsapuoiu
ouaenocmuxe OMJI wupoxo npumensiemcs u Memoo CeK8eHUPOBAHUS HOB020 MNOKOJLEHUs,
€030ambl MAaK Hazvleaemvle OUACHOCMUYECKUe HNAHeU U3 HEeCKOIbKUX OeCsAmKO8 2eHO8,
so61eueHnbix 6 namoeenes OMJI, komopwie nossonsrom yemxo omuecmu ucciedyemviii OMJI k

MO UIU UHOU KAme20pUuu PUcKda.

e PexoMeHnayercsi BceM MaunueHTaM Ipu nepBu4HoM auarHoctuke OJI, a Taxxke npu
oOcieoBaHUM 10 TMOBOAY JAMAarHOCTUpoBaHHOTrO pernuanBa OMJI, koTopbIM He
BBITIOJTHEHO LIUTOT€HETUYECKOE HCCIeoBaHUe (KapUOTHI) aclnupaTra KOCTHOTO MO3ra
(Mayio Matepuana, He OBUIO MOJIYyYE€HO MUTO30B WJIM MOJIYy4eHO MeHee 20 MUTO30B) WIIH
MOJIydeH HOpPMaJbHBI KapUOTHUI, HO TPU OSTOM BBISIBISIIOTCS SpPKUE KIUHUKO-
nabopaTopHbIE CUMITOMBI, XapaKTepHbIE Ui OIpeAeleHHBIX BapuaHtoB OMJI,
BBITIOJIHUTh ~ MOJIEKYJIsIpHO-IUTOreHeTH4eckoe — uccienoBanue (FISH-merom)  mst
JETeKIIUU peappaH’KUpPOBOK T'€HOB B aclupare KOCTHOIO MO3Ta C IIEJIbI0 BbISIBICHUS
Mapkepa Juisi MOHUTOPUHTa TMHAMHKH OITYyXOJIEBOTO KJIOHA Ha ¢oHe Tepamnuu [3,14,25].
YpoBenb  yOenurenbHOcTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH
J10Ka3aTeJIbLCTB — S)

Kommenmapuu: npu OMJI uccneoyromes RUNXI-RUNXITI, CBFB-MYHII,
PML/RARA, MLL u EVII unu nomepsa xpomocomvl 5q u 7. FISH 3auacmyio HeobXooum O0ns
uoenmugpuxayuu causnu MLL npu mpaucrokayusx peesuona 11g23. Bo3zmoodicHo makxoice

npogedenue FISH na mopgonocuueckux u cucmonocuieckux npenapamax KOCmHo20 mo32d.

e PexomeHnayercsi BceM TalMeHTaM, y KOTOPBIX HMeeTCS HMHQPOpMAIUS O HaTUIUH
MOJIEKYJISIPHOTO MapKepa WM U3BECTCH a0eppaHTHBIH UMMYHO(QEHOTHUII (BBISIBJICHHBIC HA
MomeHT aumarHoctukun OMII), UDT Ouomornyeckoro Marepuana JUisl BBISIBICHUS
MapKkepoB MHUHUMAJIbHOW ocTtatroyHoW Oomesnu mnpu  OMIJI  (ams  rpynmbl
MPOMEXKYTOYHOTO  TPOTHO3a) WM  MOJICKYJISPHO-TEHETUYECKOE  HCCIIEOBAaHUE

MUHUMATBHONW OCTATOYHOUW OOJIE3HU MPU MOMOIIH MAIUEHT - CICHU(PUIHBIX TPaliMepOB
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(mns Tpymmel OJaronmpuUATHOTO MPOTrHO3a) AJI KOHTPOJIS 3a JIGYEHUEM U ONpeesIeHUs

TaKTUKU MOCTUHAYKIMOHHOM Tepanuu [3,14,28,29].

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

Kommenmapuu: 0151 noomeepoicoenuss NOIHOMbl O0CMUSHYMOo20 0meema Ha mepanuio u
€20 coxpameHue, 8 COOMEEMCMBUU C COBPEMEHHbIMU MEeHCOVHAPOOHBIMU PEKOMEHOAYUAMU,
HeoOX00UMO B8bINOIHAMb 8 KOHmMpONbHble mouku oyenky MOB memooom npomouHol
yumodharoopumempuu  (abeppaHmuulll. UMMYHOpeHomun), a O0as epynnvl OAACONPUAMHO2O
NpPocHO3a — MOAbKO MOaeKyaapHoe ucciedosanue MOB memoodom I[P (konuuecmeennas
oyenxa sxcnpeccuu 2enos RUNXI-RUNXITI, CBFB-MYHI, NPM1) [29,30].

Ilo pesynomamam ucciredosanuii, npoeooumvix Poccuiickoii epynnoii no mepanuu
ocmpulx J1etiko308, - npu oocmudiceruu MOB-necamusrotl pemuccuu nocie 1-eo Kypca mepanuu
Y nayuewmos u3 2pynnvl HPOMEN’CYMOUYHO20 NPOSHO3d, NPU BbINOIHEHUU OalbHeuule2o
muamenvrno2o monumopunea MODB, 603m0ocHO paccmompeHnue éonpoca o npooodxceruu XT
be3 svinoanenusn aano-TI'CK. YV nayuenmog u3z epynnvl 01a20npusmuoco npoeno3a OUHAMUKA
XUMEPHO20 MPAHCKPUNMA MAaKice Onpeoessem YenecooOpazHoCmy GblNOIHEHUsT NAYUEeHMAM
anno-TI'CK [31].

* PexoMeHnayercsi BceM NaleHTaM BBINOJHUTH CIIMHHOMO3TOBYIO MYHKLHIO C OOIIMM
(KIMHUYECKUM) aHAJIU30M CIIMHHOMO3TOBOM JKUJIKOCTH C UENbI0 JAMATHOCTHUKH
Helponeikosa [3,14,25].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5).

Kommenmapuu: npu OMJI 6 yenom eoeneuenue L[HC ecmpeuaemcs menee uem y 5%
nayuenmos, npu psoe eapuanmos OMIJI, ocobenno ¢ monoyumaphou oughghepenyuposkoi,
8EPOAMHOCMb B0BIEUEHUs 8 NPOYeCcc 0D0NI0UEK 20JI06HO20 MO32d blULe.

Kenamenvno noodepicusams Hucio mpomooOyumos 8 nepughepuieckou Kposu nepeo
8blNONIHEHUeM ChuHHOMO320601 nynxkyuu 30x10°/n1 u eviwe. Ecnu ypoens mpomboyumos He
yoaemcs: nosvicumv 0o 30x10°/1 u eviue, npu omcymcmeuu KIUHUYECKUX NPUSHAKOS
nopasicenuss LIHC, om nyHKyuu MOIMCHO 6030epAHCAMbCS 00 NOBbIUEHUL MPOMOOYUMOS &
cemozpamme eviuie 30x10°/1.

Ecnu y nayuenma onpedensiemcs neiikoyumos eviwe 100x10°/1 6 kpoeu, mo nepsyio
CIIMHHOMO3TOBYIO AVHKYUIO Cledyem OmIo#CUMb 00 PeOVKYuu 4Hucia Jeukoyumos meHee

20x10°/n.
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e Pexomenayercss BceM mnamueHTam BbiaessTh nepBuunyro JIHK wnm PHK w3 kierok
KOCTHOTO MO3Ta U COXPaHATh ee B OMo0aHKe MO0 HANpaBIATh MaTepuaj Ha XpaHEHUE B
naboparopun  QenepalbHBIX ~ MEIUIIMHCKUX  OpraHu3amuid I BO3MOXKHOCTH
MOCJIEYIOLIETO BBITTOJIHEHUSI MOJICKYJISIPHBIX HccienoBanui [3,14,25].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)

Kommenmapuu: coxpanenue nepguuHo20 OUOI0SUYECKO20 MAMEPUALA OCYUeCMBIISIeMCsl
6 sude JIHK u/unu PHK, vl0eieHHbIX U3 KOCMHOMO3208bIX KNeMOK UTU 3AMOPONCEHHBIX KIIeMOK.
Mamepuan moocem 6 nocaedyrowem nNOHA00OUMbC Ons  NPOBEOeHUs  MOJEKYIAPHLIX
uccne0o8anull, NO38ONAIOWUX ONpeoeIums 2PYNnbl PUCKA, A MAKdce 6 PAMKAX KAUHUYECKUX

uccneoosanuti (KH).

2.4 UHCcTpYMEHTAJLHDBIEC TUATHOCTHYECKHE HCCJIEIOBAHNS

e Pexomenayercsi Bcem manueHTam ¢ OMJI 1o Hauvana crenuduaeckoi Tepamnuu, a TakxKe
B XOJI€ JI€UYEHHUsI C YacTOTOM OT | pa3 B HEAENI0 JO €KEMECSYHOIro (C y4EeTOM HaJU4Hs
COITYTCTBYIOIIEH MAaTOJIOTUN M KIMHUYECKOW CUTYyalllH), a TAK)KE MPU HEOOXOAUMOCTH B
m000i MOMEHT B TEYEHHME BCETO IepHoja JICUEHHUs, perucrpaius, pacuudpoBka,
OINHCAaHUE U MHTEPIIPETALHUS JIEKTPOKAPAUOTpaUUECKUX TaHHBIX Ui BBIIBICHUS W/WIN
MOHMTOPHHIa HAPYILIEHUI IPOBOJAUMOCTH UMITYJILCOB B cEpAe4YHOM Mble [3,14,32].
YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)

e Pexomenayercsi Bcem manueHTam ¢ OMJI 1o Hauvana crenuduaeckoit Tepamnuu, a TakxkKe
B XOJI€ JICYEHHS C 4acTOTOM OT 1 pasza B HeAENO 10 €XKEMECIYHOro (C y4eTOM HaIudus
COITYTCTBYIOIIEH MAaTOJIOTUN M KIMHUYECKON CUTYyalllH), a TAK)KE MPU HEOOXOAUMOCTH B
0001 MOMEHT B TE€UYEHHE BCETO MEepUOa JICUEHUS, BHITIOJHEHHE dX0Kapauorpaduu s
OLICHKHU (YHKIIMOHATILHOTO COCTOSTHUS cepIeUHON MBIIIIIBI, YUUTHIBas
KapAMOTOKCUYHOCTH Npenaparos [3,14,32].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — S)

e Pexomenayercsi Bcem marmentaM ¢ OMIJI o Havanma crneruuUyYecKord Teparnuu Io
ITOKAa3aHUsIM C y‘-ICTOM HaJIn4dus COHYTCTByIOH_[ef/'I I1IaTOJIOTUHN U KJII/IHI/I‘-IGCKOI\/Il CI/ITyaL[I/II/I,
a Takke MpU HEOOXOAMMOCTH B JIOOOW MOMEHT B TEUEHHE BCETO MEpHoAa JICUCHUs

BBITIOJTHEHHE KoMItbioTepHOU ToMorpaduu (KT) romoBHOro Mo3ra 0e3 KOHTpacTa Jyist
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BBISIBIICHUS W/WJIM MOHUTOPHUHTA U3MEHEHUH B CTPYKTypax rojioBHoro mosra [1,3,4,8,33—

35].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

e Pexomenayercsi Bcem nauueHtamM ¢ OMJI mpu Hanuuumm HeWpoJeiKo3a BBIITOJHEHUE
MPT roJIOBHOTO M CHMHHOTO MO3ra C BHYTPUBEHHBIM KOHTpacTHpOBaHHEM (IO
MIOKa3aHMUAM), AJS OLIGHKM BEIeCTBa TOJOBHOIO MO3ra M 000JI0YEK TOJIOBHOTO U
cmHaHOTO Mo3ra [1,3,4,8,33-35].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)

e Pexomenayercsi Bcem manueHTam ¢ OMJI 1o Hauvana crennduaeckoi Tepamnuu, a TakxKe

B X0JI¢ JIeYeHHs ¢ 9acToToi oT 1 pasza B 2-3 Henmenu a0 1 pasza B 2-3 mecsna (¢ yueTom

HaJU4Msl COIYTCTBYIOLIEH TMATOJIOTMM M KIMHUYECKOM CHUTyallud), a Takxke NpHu

HE0OXOIMMOCTH B JIF00OM MOMEHT B TEYEHHE BCEro nepuoja yieueHus BoimonHeHne KT

OpPraHoOB TPYAHON MOJOCTU JUIsl BBISABJICHUS W3MEHEHUHN JIETOYHON TKAaHM M OPraHoB

cpenocTeHus (B MEPBYIO odepeasr NMpu Hamuuuu croiikoit ®H B Tedyenue 72-96 yacos,

pecrnupaTopHO CHUMNOTOMATHKH B BHJIE€ KalUIs, OJBIINIKH, JecaTypaiuu, Ooled B

rpynHoi kierke) [3,14,33-35].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
J10KAa3aTeJIbLCTB — S)

Kommenmapuii: KT opeanos epyonoti nonocmu HeobXo0Uumo 8bINOTHUMb NPU PA3GUMUU
peppaxmepnoii. ®H Oadxce npu omcymcmeuu Kaxou-iubo KIUHUYECKOU CUMNMOMAMUKU CO
CMOPOHbL 0P2aH08 OblXamenbHol cucmemsl. [Ipu evis6neHuy NPUIHAKO8 NHEBMOHUU He0OXO00UMO
BLINOJHUMb — MPAXe0OPOHXOCKONUI0 U OpoHxo-anveeonapuviti  aasadxc (PAJI). Obvem
uccneo008anusi  00axcen  OblMb  MAKCUMANbHLIM U, NpU  HEO0OXOOUMOCMU,  GKII0UAMb:
MUKPOCKOnUYecKue, MUKpoobuoiocuyeckue, MUKOIo2u4ecKue u MOAeKYIAPHO-OUoI0cUdecKue
uccnedosanusi 8 COOmMEemcmeuu C YKa3aHHolmMu 6 npunodxceruu 3.6  Haubonvuas

ouazHocmuyeckas yeHHocms 0Oyoem y pezyromamog bBAJI, evinonnennozo 0o mazHauenus

npomusoungexyuonnot mepanuu  [125—127] #Ha—pechuparopro-criiiiarotbtt—eHpye;




Heobxooumo NOMHUNIb, YMO PEHM2EeHOI0cUYECKOe uccne0o8anue 1ecKux Yy nayuenmoe 6

HetimponeHuu o001aoaem HU3KOU OUACHOCIUYECKOU B03MONCHOCMbIO U €20 GbINOJIHEHUE
NOKA3AHO MONLKO Ol OUACHOCUKU MAKUX OCIIONCHEHUU, KAK NHe8MO- Ul 2UOPOMOPAKC,
euoponepuxkapo, a makdyce 051 KOHmpons nonodxcenus L[BK, nneepanvuwix Openagiceti unu

unmybayuonnoi mpyoxu [124, 128, 129].

o Pexomennyercs Bcem nmammentam ¢ OMJI Ha m060M 3Tane BeAeHUs € MMOJ03PEHUEM Ha
HaJIM4YME SKCTPaMEAyJUISIPHBIX OYaroB BBIMIOJHEHHWE KOMIIBIOTEPHOW ToMorpaduu
OpraHOB TPYAHOW TOJOCTH W/WJIM OpPraHOB OPIOIIHOW TOJOCTA W/WIIM OPTaHOB Ta3a y
MYXXYHMH C KOHTPACTHPOBAHHWEM HJIM OPraHOB MAJIOTO Ta3a y KCHIIMH C BHYTPUBEHHBIM
OOJIFOCHBIM KOHTPAaCTHMPOBAHUEM W/WJIM KOMIIBIOTEpHas TOMorpadusi MSATKUX TKaHEW c
KOHTPACTUPOBAaHUEM  W/WJIM MarHUTHO-pE30HAHCHasi TOMOrpadus MSITKMX TKaHEH C
KOHTPACTUPOBAaHWEM Ui  YTOYHEHMSI  PACHpPOCTPAHEHHOCTH 3a0o0lieBaHUSA  WIH
JMArHOCTHKH 3KCTpaMeayJusipHoro penuauaa [3,33-35].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — S)
Kommenmapuu: obwvem u obaacms ucciedo8anus onpeoensiemcs KIUHUYECKOU

KapmuHOU.

o Pexomennyercs Bcem nanuentam ¢ OMJI 1o Hauana crienudUUecKoil Tepanuu, a TaKxKe
B X0JI¢ JIeYeHHs ¢ 9acToToi oT 1 pasza B 2-3 Henmenu a0 1 pasza B 2-3 mecsna (¢ yueTom
HaJIM4YUs COIMYTCTBYIOLIEH MAaTOJNOTMM U KIMHUYECKOM CHUTYyallMH), a Takxke IpH
HE00X0AMMOCTH B JIIOOOH MOMEHT B T€UEHHUE BCETO MEepHOJa JICUCHUs, ISl ONpeACICHUs
o0BEMa OIyXO0JIEBOM MACChl U IMATHOCTUKHA U MOHUTOPUHTA COMYTCTBYIOIIEH MaTOIOTUN
(B TOM umciie mpu OOJISIX B )KHBOTE, SHTEPOKOJIMTE HIIH 3aCPiKKE CTysa Oojee 3-X THEe)
BBITIOJIHEHUE YIIBTPa3ByKoBoOro wuccienoBanue (Y3M) opraHoB OpIONMIHON TMOJOCTH C
OTIpEICTICHUEM pPa3MEpPOB TICUCHHU, CENIE3CHKH ¥ BHYTPHOPIOMIHBIX JIMM(ATHISCKUX
y3JI0B, a TaKXe OIEHKAa COCTOSHUS OPraHOB OpPIONIHOW TOJOCTH U BHITIOJHEHHE
yIIBTPa3ByKOBOTO UCCIeI0OBaHUS OpraHoB MaJjoro Taza  KOMILUIEKCHOTO
(TpaHCBarMHAJILHOTO M TPaHCAOJOMHUHAIBHOTO) M YJIBTPa3BYKOBOTO HCCIICIOBAHUS

OpPraHOB MOILOHKHM y Maib4uKoB [3,33].
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YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)
Kommenmapuii: 6 3asucumocmu om KIUHUYECKOU CUMYAyuu NPosoosimcs KOMNIEKCHOe
V3U enympennux opearnos, sxoxkapouozpagus (05 UCKIIOYEHUs dHOOKAPOUma), OYnieKCHoe
CKAHUpPOBAHUe 6eH BEPXHUX KOHeyHocmell 6 npoekyuu Haxoxcoenus [[BK (0ns ucknouenus
mpombomuueckux Hanodcenutl, accoyuuposannvix ¢ [[BK). KT uiu MPT opeanoe 6piownou
noiocmu, 3a0PIOUUHHO20 NPOCMPAHCMEd, MAN020 MA3ad ¢ KOHMpACMuposanuem (0as
UCKTIIOYEHUSI NOPAdICEHUSI HYMPEHHUX OpP2aH08, KUWEYHUKA), 230¢haz02acmpodyo0eHoCcKonusl,
KOJIOHOCKONUs (0711 UCKIIOYEHUs  IPO3UBHO-A36EHHO20  Npoyeccd,  NAmol02UYecKol
ungurompayuu)
e Pexkomennyercs Bcem manueHtam ¢ OMJI ¢ ¢eOpubHON HEWTponeHUe U KIMHUKOMN
cunycuta BbinosiHeHHe KT mnpuparounsix mnazyx Hoca (IIIIH), ropranm c unensto

WCKJIIOUEHHS MHBa3uBHOTO nopaxenus [TITH [124].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB — 3).

2.5 NHble JHATHOCTHYECKHE HCCJICI0BAHNS

e PexoMeHnayeTcsi nanueHTaM C IOJO3PEHMEM Ha JKcTpamenysuisipHble odaru OMII
BBITIOJTHEHUE OMOIICHH OITYXOJIeH, OMyXO0JICTIOJOOHBIX 00pa30oBaHU MATKHX TKaHEd (110
MOKa3aHUsAM) BOBJICUEHHOTO OpraHa/TKaHd B 0O0beMe, HEOOXOJUMOM JUIsl BBINOJHEHUS
MATOJIOTO-aHATOMHYECKOTO UCCIICIOBAHMS OUOTICHITHOTO (ONEpalMOHHOT0) MaTepuana ¢
MPUMEHEHHEM UMMYHOTUCTOXUMUYECKUX METOJIOB U IIUTOT€HETUIECKOTO UCCIICIOBAHUS
OMOTICHITHOTO (OTIepaIlMOHHOT0) MaTepuaia [36].

YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5).

o Pexomennyercsas Bcem mnamuentam ¢ OMJI u  HamuumeM  HeOIAroNPHUATHBIX
MPOTHOCTUYECKUX (HaKTOpOB, OOpallleHue B TPAHCIUIAHTAI[MOHHBIM LEHTp Ui
MHULAAIMY TIOMCKA JIOHOpPA U OIpPEICNICHHs] NMOKA3aHUM M CPOKOB BBIIIOJIHEHUS aJulo-
TI'CK [3,25].

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

e Pexomenayercs Bcem mnamuentaMm ¢ OMJI u  pecniMpaTOpHOM CHMITOMAaTHKON

MOJTy4YE€HUE MA3KOB CO CIM3HUCTON 000JO0YKU POTOTJIOTKU C MPOBEIEHUEM HCCIIeI0BAHUI
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Ha pECNHUpPATOPHbIE BHUPYCHl B COOTBETCTBMU C TMpWIOkeHHeM A3.6 ¢ 1enIbio
Bepu(duKaluu BUpyca: 0 [130 -

132].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 4).

Pexomenayercs Bcem nanuentam ¢ OMJI u gpeGprinbHOI HEHTponeHnel npy HaTMYUH
CHUMIITOMOB MYKO3HMTa/THHIMBHTA MUKPOOHOIOTHYECKOE (KYIbTYpaIbHOE) UCCIICOBAHHE
OTJENIEMOTr0 TOJIOCTH pTa, MHKPOOMOJIOTHYECKOE (KYJIbTYpallbHOE) HCCIICIOBaHUE
CIM3M C MHHIQIUH W 33JHEH CTEHKH TJOTKM Ha a’poOHBle W (hakyIbTaTHBHO-
aHadpOOHBIE MUKPOOPTaHWU3MBI, a TaKXKE MOJEKYJISIPHO-OMOIIOTUYECKOE HCCIICIOBAHHE
cocko0a W3 HOCOTJIOTKH Ha BUpYC mpoctoro reprneca (Herpes simplex virus) ¢ menbio

JUArHOCTUYKH U NOCIEAYIOLIEN 3THOTPONIHON Tepanuu [132].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 4).

Pexomenayercst Bcem nanmeHtam ¢ OMJI u heOpribHONM HEUTpONIEHUEH TTPU HATMYUN
JMapey ¢ LENbl0 JUAarHOCTUKH M TMOCIEAYIOUIeH ATHOTPONMHOM Tepamuu OnpeiesieHue
TOKCHHOB BO30Oynutens nuddunmansHoro kmoctpuamnosa (Clostridium difficile) B
oOpasmax ¢Qekanumif, a TaKKe ONpeleNieHHe CIEAYIOUIMX MapKepOB BHPYCOB,
ACCOLIMUPOBAHHBIX C JWAPEHHBIM CHHAPOMOM: OIpE/EICHHEe aHTUTEHOB POTABHPYCOB B
obpasmax ¢ekanuii (Rotavirus gr.A) 1u060 MOJEKYISIPHO-OMOIOTHYECKOE MCCIICIOBAHNE
¢exanuit Ha potaBupychl (Rotavirus gr.A), ompeneneHue aHTHUT€HOB HOPOBUPYCOB
(Norovirus) B obpa3nax ¢ekanuii 1u00 MOJEKYISIPHO-OMOIOTHYECKOE HCCIEI0BaHHUE
dbekanmii Ha KanuUBHPYCHl (HOpoBUpYCHI, camoBupychl) (Caliciviridae (Norovirus,
Sapovirus)), onpeneneHue aHTUTEHOB aieHOBUPYCcOB (Adenovirus) B oOpasiax ¢exanuit

00  MONEKYISPHO-OMOJOTHYECKOe HccienoBaHue (eKamuii Ha  aJeHOBHPYCHI

(Adenovirus) [133 - 135].

YpoBeHs yoeauteabHoCTH pekoMeHaanuil C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeNbCTB 3).

Pexomenayercsi Bcem marnmentaMm ¢ OMJI u dheOpunbHOM HEHTPONICHHEW MPOBOIUTH
MOHUTOPHHT OIPECIICHUS] METa0OJIUTOB TPUOOB (OMpeIesieHNe rajJakTOMaHHa) C IEbI0

PaHHETO BBIABICHUS MHBAa3UBHOIO acneprumiesal 136—138].

YpoBeHb yOoequTeJbHOCTH peKoMeHaaunii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 2).

Kommenmapuﬁ: onpedeﬂeﬂue cANAKMOMAHHAHA 6 KpoeUu Mmoodtcem npoeo()umbwz moJlbKo

nayuenmam ¢ Heumponeuuel, He NOIYUAIOWUM NPOPDUIAKMUKY NPOMUBOSPUOKOBBIMU
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npenapamamut  CUCMEMHO20 ()eﬁcmeuﬂ, AKMUBHbIMU 6 ONMHOWEHUU NjleCHeBblX 2pu606, C

nepuooUUHOCmbI0 2 pasa 8 Heoeiw.

e Pexomenayercsi Bcem mamueHtaM ¢ OMJI u  (eOpunpHOM HEWUTpomeHHEH MpHU
BBISIBJICHUM  [HEBMOHMHM  TMPOBOAUTH  OMpeJeJeHHe  MeTaboJIUTOB  IpuboB
(ramakromanHana) B xuakoctu BAJI [137-139].

YpoBeHb yoequTeJbHOCTH peKkoMeHaanunii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB 2).

Kommenmapuii: Ilpu He803MONMCHOCU — BbLINOIHEHUSA  OPOHXOCKONUU — onpeodeneHue

2ANAKMOMAHHAHA Y NAYUeHma ¢ Helimponenuel npo8ooOUMs 8 CblBOPOMKe KPOBU.

e Pexomenayercsi Bcem mnanueHtam ¢ OMJl mpu HajaMuMM 0OYaroBOro MOpakKeHUs
MapeHXMMATO3HBIX OpPraHoB (TICYCHH, CEJIE3CHKU W [p.) ONpeleieHHe MeTabOoJMTOB
rpubOB B KpOBH (MAaHHAHOBOTO AaHTHTE€HAa TpPHOOB poJa KaHAWA) W HCCICIOBAHHE
YPOBHA AHTUTCII K AHTUI'CHaAM  PaCTUTCJILHOTIO, KHUBOTHOT'O u XUMHYECKOT'O
MPOUCXOXKACHUS B KpPOBM (AaHTHTEN K TpubaM poAa KaHAuAa) Uil HCKITIOYCHUS

JIMCCEMUHUPOBAHHOTO/MHBa3UBHOTO KaHauao3a [140, 141].

YpoBeHb yoeauTeJIbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB 2).

e Pexomenayercsi cem manuerTam ¢ OMJI ipu mogo3peHnn Ha WHOEKIUIO IICHTPATbHON

HEPBHOW CHCTEMBI OmNpeleieHne aHTurena rpuboB poma Kpuntokokkyc (Cryptococcus

Spp.) B CIMHHOMO3TOBOM JKUJIKOCTH JIJIS1 UCKITFOUEHHUS KPUMITOKOKKOBOM MH(peKIuu [142].
YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 5).

Kommenmapuii: 0ns eviasienus KPUNMOKOKKA MO2YM GbINOIHAMbCA UHble MemOoobl, 8

mom uucne onpedenenue J[HK, muxpockonus. B cesasu c¢ Hecneyughuueckou KIuHUKo-

PAoOUONO2UYeCKOl KAPMUHOU NOMUMO KPUNMOKOKKOBOU UHpeKyuu YeHmpaibHOU Hepe8HOU

cucmemvl 8 OUACHOCMUYECKUU NOUCK HEoOX00UMO  BKIIOYAMb UHBA3UBHbIE MUKO3b,

MOKCONNA3MO3, JUCMEPUO3, 2ePNec-8UPYCHYI0 UH@EKYUlo, MUKOOAKMEPUO3bl, 8 MOM HUCie

amunu4dHble.

e Pexomenayercss npu HalM4YMM TOKa3aHUU npueM (OCMOTpP, KOHCYJbTalUs) Bpaya-
HEBpOJIOTa, Bpada-oTaabMOJIOra, Bpaya-OTOPHUHOIAPHHIOJIOrA, Bpayda-Kapauoiora,
Bpaya-JIeTCKOro XHpypra, BCeM JeBodykaM crapmie 14 jer mnpuem (ocMoTp,
KOHCYJIbTall}sl) Bpaya-aKkyliepa-ruiekosora [3].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)
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3. JleyeHne, BKJIOYAsA MEIMKAMEHTO3HYI) M HeMeIUKAMEHTO3HYI0 TepaIum,
AMETOTEPAINUIO, 00e300,1MBaHME, MeIUIMHCKHEe MOKA3aAHUSA "

IMPOTHBOIIOKA3aHUA K IPUMECHCHUIO METO/I0B JICHCHHUSA

Ippexmusnocmv XT muenonetikoza 3asucum om O08YX KIHOUEBbIX (HAKMOpPos —
cneyuduUUHOCMU  YUMoCmamu4eckoeo 6030elcmeus U adeK8amHoOCmMU CONPOBOOUMENbHO2O
neyenus. Ocnoenvimu npunyunamu nevenus OJI asnsiemca maxcumym s¢gexmusnocmu (3a
cuem cneyugpuUUHOCMU U A0eK8AMHOCMU 8030€liCMEUs]) NPU MUHUMYME MOKCUYHOCMU (3a cuem
CPAMOMHOU CONPOBOOUMENbHOU MEPANUL).

Jleuenue OMJI y Oemeii 0CHOBAHO HA UHMEHCUBHOU NOIUXUMUOMEPANUYU, KOMOPAs
00JHCHA ObIMb OONOIHEHA ANLI02EHHOU MPAHCNIAHMAYUEU 2eMNOIMUYECKUX CIMEN0BbIX KIEeMOK
(anno-TI'CK) om  HLA-eenouoenmuunoeo  poOCmMEeHH020  UIU  QAIbMEPHAMUBHO20
(HEpOOCMEEeHH020, 2anIOUOEHMUYHO20) OOHOPA Y NAYUEHMO8 2SPYNNbl BbICOKO20 PUCKA
peyuousa. Heobxooumocms mpancnianmayuu y nayuenmos epynnvl RPOMeNCymouH020 PUCKA
npoooaxcaem OUCKYMUPOBAMbCA; OHA NOKA3AHA MOJbKo npu Haauyuu HLA-zenoudenmuunozo
cubnumea.

B ceéa3u ¢ ummencusHocmvio nposoOUMOU cneyupuyeckol U Conpo8oOUMeNbHOU
mepanuu 00 HA4aLa JleYeHus NayueHmy HeobXoouma Kamemepusayus NOOKIOYUYHOU U OPYeUX
YEeHMPAIbHbIX 6€H C UCHONb308AHUEM MYHHENIbHO20 UMU O8YXNPOCBEMHO20 MAHNICEMOUHO20

MYHHENIbHO2O Kamemepda.

3.1 Tepanust BuepBbie BbIABJeHHOro OMJI

e Pexomenayercsi BceM manueHTaMm ¢ BrepBble BbIsABICHHBIM OMJL. Ilpu nHanuuum
BO3MOKHOCTH - YYacCTHE B KIIMHUYECKUX UCCaea0BaHMsIX [37].
YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4).
KommeHnTapuu: ¢ nacmoswee epems eounoeo cmarnoapma mepanuu OMJI y oemeii ne
paspabomano. bes cneyugpuueckoii xumuomepanuu ece nayuenmol ¢ OMJI ymuparom 6 meuenue

2-3 mecayes.

e PexomeHayercsi BceM NanMeHTaM ¢ BOEpBbIE BbIABICHHBIM OMJI, KOTOpbIE HE MOTYT
ObITh BKIIIOYEHBl B KIMHUYECKHE HCCIIEJOBAHUS, IPOBEIECHUE Kypca HUHIYKIHUU C
MOCJIENYIOIEH KOHCONUZAUUed W, Uil DAUUEHTOB BBICOKOM TIPYIIIBI  PHUCKA,
TPAHCIUIAaHTAIlUU AJIJIOTEHHBIX T'€MOIMO3TUYECKUX CTBOJOBBIX KjeTok (amio-TI'CK) (cm.

npunoxenue A3.2) [1,2,38-40].
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YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)

KommenTapum: nauaro mepanuu — 3mo Kypc UHOYKYUU PEMUCCUU, COCOAWEU U3
bazoevix npenapamos, 3¢pexmusnvix ¢ omuowenuu OMJI (yumapabun™*, anmpayuxiunvl u
amono3uo**). I[locie docmudsicenus pemuccuu U 60CCMAHOBIEHUSL 2eMON033d Cledyen KOPOMKAasL
(He Oonee 3 Kypcog) KoHcOnUOUpylowjas mepanus, OCHOBAHHAA HA BbICOKUX 003aX
yumapabuna** 2000-3000 me/m’ kasxcowie 12 yacos.

Ilpu nanuuuu HLA-cosmecmumozo poOcmeeHHo20 O0O0HOpA 6ce NAYUueHmsl BblCOKOLL
2pYynnol  OOJCHBbL  OblMb  MPAHCNIAHMUPOBAHLL 8 NEP8oli peMUccuu nocie mpéx 010Ko8
KOHconuoupyroweu mepanuu. Ilayuenmol, omHocawuecs K epynne blCOKO20 PUCKA, OOJIHCHbI
nonyuume mpancniaumayuio om HLA coemecmumozo poocmeennozco unu HepoOCmMEEHHO20
00HOpA, UU OM ANLIMEPHAMUBHO20 OOHOPA (2ANIOUOEHMUUHO20).

Anno-TI'CK nposooumcsi monbko 68 cneyuaiu3upo8anHulx YeHmpax,, Kyoa uHgopmayus o
NAYUeHmax OO0JHCHA HANPAsIAMbCs  3abaazospemento. 3asaeky Ha nposedenue TICK @
MPAHCNIGHMAYUOHHBIN YeHmp cledyem noodeamy cpasy e nocie KOHCmamayuu y nayueHma
8b1COK020 pucka unu Handus HLA uoenmuyno2o poocmeennoz2o 0oHopa.

e Pexomenayercsas BceM MalMeHTaM C BHepBblie BbiABIECHHBIM OMIJI ¢ menbto
JOCTUKEHHUSI PEMHUCCUM TPOBEIACHHE WHAYKIUHU PEMUCCHUU COTJIACHO OJHOM M3

NpeacTaBlIeHHbIX HUKE cxeM [39, 68, 70, 92, 104, 181, 182]:
1. AIE (Hurapabun™*, #napyOunua™®* , rono3un™*) [68, 181, 182]

Hutapabun** 100 mr/M2 B cytku auM 1-2 mocTossHHON HHDY3HEH

Hurapabun** 100 mr/m2 30-mMunyTHOW wuH(QY3ueill kaxaple 12 uvacoB aHuM 3-
8 MOCTOSIHHOM MH(Y3He

#Unapyouruua™* 12 mMr/m2 B cyTku 4-X 4acoBod MHQY3UEH THU B TeUCHUE 3-X JTHEH
(B 3aBUCUMOCTH OT IPEANNCAHHOTO IPOTOKOJIOM TEPAITUH )

#2ronmozun™** 150 mr/m2 1-yacoBoii undy3ue aam 6,7,8

YpoBenb yOeauTelbHOCTH pekoMeHgamuii B (ypoBeHb  [10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — 2)

2. AMA42E (Lurapabun**, #Mutokcantpon™* Dromo3ug**) [182]
HuTapabun** 100 mr/m2 1-yacoBoii nndy3uein kaxapie 12 yacos quu 1-7

#Murokcantpon** 14 mr/m2 B cytku 1-x uvacoBoil unpysueit nuu 2,3,4 (Bcero 3
no3b1) #Itono3ua** 100 mr/mM2 1-yacoBoit undysueit auu 5,6,7 (Bcero 3 103bl)
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YpoBenb yOeaurenbHocTH  pexkoMeHgauumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJIbCTB — 5)

3. AM36E (ILlurapabun**, #MwutokcanTpon™* Jromo3ua**) - nnas marueHToB ¢
OMIJI ¢ invl6 [182]

Hurapabun** 100 mr/m> 1-uacosoit uadysueii kaxasie 12 yacos auu 1-7

#MurokcanTpon** 12 Mr/m> B cyTku 1-x vacooii mHdysueit mxum 2,3,4 (Bcero 3
n0361) #Itono3un** 100 mr/m2 1-yacoBoii undy3uei anu 5,6,7 (Bcero 3 103b1)

YpoBenb  yOenurenbHOocTH  pekoMeHganuii C  (ypoBeHb  10CTOBEPHOCTH

JI0KAa3aTeJIbLCTB — S)

4. ADE (Hurapabun**, JlayHopyOuruu** Otono3un**) (ypoBeHb H0Ka3aTEIbHOCTH
4C) [69]

Hurapabun®* 100 mr/m2, B/B 2 pa3za B cytku B 1-10-ii gam, Bcero 20 103 B 1 nuki,
nmanee B 1-8 gum, Bcero 16 103

Hayaopyounma™** 50 mr/m2, nau 1,3 u 5

#9romo3ua** 100 mr/M2, quu 1-5
YpoBenb yOeauTebHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEPHOCTH

JA0KA3aTeJIbCTB — 2)

5. ADEGO  (Hurapabun**,  HayHopyouuumu**,  Oromozua**, I'emry3ymad
ozoramunuH) — mua namueHtoB ¢ OMJI cinvl6 (CBF:MYH) wut(8;21)
(RUNXTI::RUNXIT) [104, 181, 182]

[{urapabun™** 100 mr/m? 1-gacoBoii nHby3neit kaxasie 12 yacos gau 1-10
JayHopyounmu** 50 Mr/mM? B CyTKH nHu 2,4, 6
Dromo3ug** 100 mr/m* B CYTKHU OHH 2-6

I'emTy3ymab o3oramMunux 3 mr/m? 2-X yacosoii uadysueii 1eHs 6

YpoBenb yOeaureqbHOCTHM  pekoMeHgamuii C  (YypoBeHb  [10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenmapuu: Ilpu omcymcmeuu 00HO2O U3 AHMPAYUKIUHOBLIX NPENaApamos
OCYWeCmBIISLeMCsl 3aMEHA HA ANbMEPHAMUGHDBLI, UMEIOWUTICS 8 HATUYUL NPEnapam, 6
IKBUBAIEHMHBIX MUETOMOKCUYECKUX 003ax: Hudapyouyun™**: #mumorxcanmpon™* 1:1,
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Huoapyouyun™*:0aynopyouyun** 1:5, oaynopyouyun™*:#mumoxcanmpon®* 5:1.

Ilpu 3amene #mumoxcanmpona™* na #uoapyouyun™* ¢ yuxne AMpE 0oza pazosas

0o3a #Huoapyouyuna** cocmasnsem 12 me/m2

e Pexomenayercsas Bcem mnamuentam ¢ OMIJI nociie OKOHYAaHWST WHIYKIIMU
PEMHCCUH C TENBI0 KOHCOJIHMIAIMH PEMHCCHU TPOBEICHUE KOHCOIHIAIIMOHHON
Tepanuu B KOJMYEeCTBE 3-4 KypCOB, OCHOBAaHHOW Ha BBICOKHMX J103aX
nuTapabuHa** (cMm. cxemsl HUKE) [62, 68, 70, 72, 74, 99-103, 174, 175, 178, 181,
182].

YpoBenb yoOenurteJbHOCTH pexkoMeHgauuid C  (ypoBeHb [10CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

CxeMbl KOHCOJTUAALMU:

Kypc 1 npoBoauTcst Mo 0XHOM U3 CJCAYIOIIUX CXeM:

. HAM 30 [72,175, 181, 182]

[urapabuu** 3000 mr/m> 3-x yacoBoii undysueit kaxpie 12 yacos auu 1,2,3 (Bcero
6 103)

#MurokcanTpor** 10 mr/m? 1-yacosoii nudysueit 1au 2,3,4 (Bcero 3 10361)

. HAM 20 [96, 175, 181, 182]
[urapabua** 3000 mMr/m? 3-x yacoBoil undysueii kaxapie 12 yacos auu 1,2,3 Bcero
6 o3

#MurokcanTpor** 10 mr/m? 30-munyTHO MH(Y3Heit 1HI 4, 5, Bcero 2 10351

HA (nas maunmenToB ¢ OMUJI ¢ inv 16) [74, 181, 182]
Iurapabus** 3000 mr/m? 3-x yacoBoii nHMYy3Hel kaxasie 12 yacos guum 1,2,3 (Bcero

6 1103)

. Al [68, 181, 182]

#l urapabun** 500 Mr/mM> B cyTku 96-yacosoii nudysueit auu 1,2,3,4

#Unapyourmu** 7 mr/m? 60-MuEyTHOM nHQY3MeH 1HH 3,5 Beero 2 10361

Kypc koHconuaanuu 2 npoBoAUTCH 10 OHOM U3 CJEAYIOIIHX CXeM:

. haM [68,175, 181, 182]

#1urapabun** 1000 mr/m> 3-x yacoBoif nHpy3neii kaxaslie 12 4acoB B TeueHHe 3-X

nHel (Bcero 6 103)
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#MurokcanTpon** 10 mr/m?> 30-muHyTHOI MH(Y3Hel B TeueHne 2-x qHel (Bcero 2

JI03b1)

Al (st moanyunBmux HAM 20 B kypce) [68, 181, 182]
#llurapabun** 500 Mr/mM> B cyTku 96-yacosoii nudysueit auu 1,2,3,4

#U napyounua®* 7 mr/m? 60-MunyTHOM HHdy3ueit quu 3,5 Beero 2 10361

. HAE [68, 181, 182]

Iurapabua** 3000 mr/m? 3-x yacoBoii nHMYy3Hel kaxasie 12 gacos guum 1,2,3 (Bcero
6 103)

#3rtonosuz 125 mr/m? 2-uacosoii nudysueit muu 2,3,4,5 (Bcero 4 10351)

. haMz4 (a7151 maunmenToB ¢ OMJI ¢ inv 16) [70, 175, 181, 182]

#l{utapabun** 1000 mr/m> 2-x yacoBoil uHQy3ueil kaxapie 12 yacos muu 1,2,3,4
BCero 8 103

#MurokcanTpor** 12 mr/m? 60-munyTHOM HH(Y3Hei 1HY 3,4 Beero 2 10361

Pexxum MidAC o4yeHb TOKCHYCH JIJIs1 KOHCOJUIAIMHU, CyMapHas 1032 MUTOKCAHTPOHA

B 3TOM pekume 50 Mr, uTo coctaBiseT 250 MT IpH mepecuere Ha NayHOPYOHUIUH.

. FLA (ni1s1i manueHTOB BBICOKOI0 PHCKA, VISl KOTOPbIX 3aminanuposana TI'CK)

[99,103, 181, 182]

#Dnynapabun** 30 Mr/m? 30-munyTHOM wWHOY3Mer mauu 1,2,3,4,5, Bcero S5 no3.
WutepBan wmexnay HadaioM wuHQy3uum #paygapabuna** u Havanom HHPY3UH
nuTapabmHa** JoJKEH COCTAaBIATH 4 yaca

Pexxum FLA MoxkeT mpuMEHSThCS Kak ¢ aHTPAIUKIIMHOM, TaK U 0€3 HETro
[Murtapabun®* 2000 Mr/m> 3-X 4acoBoi uHpy3uen kaxasie 24 yaca nau 1,2,3,4,5

Bcero 10 no3

. haMGO (nast nanuenToB ¢ OMJI ¢ inv 16 u t(8;21) [183]

#l{utapabun** 1000 mr/m> 2-x yacoBoii uH(DYy3ueil kaxable 12 4acoB B TeyeHue 4-x
nHen (Bcero 8 103)

#MurokcanTpon** 12 mr/m? 60-muHyTHOI MH(Y3Heil B 18K 3-6 (Bcero 4 10361)
IemTy3ymab ozoramMuriud 3 Mr/mM? 2-X 4acoBoi MH(Y3HeH OJJHOKPATHO B JEHb 7
Hns nanuwentoB ¢ inv(16) u t(8;21) cymmapHas mo3a MUTOKCaHTpoHa 48 Mr B

MIOCTUHIYKIIMOHHOM T€panuM CIUIIKOM TOKCUYHA, IO3TOMY 1032 CHUXKEHA J10 24 MT.
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Kypc koHconnaanuu 3 npoBoAUTCH 0 OHOM U3 CJEAYIOIIHX CXeM:

1. HAE [68,97, 181, 182]

Iurapabus** 3000 mr/m? 3-x yacoBoit nHMYy3Hel kaxasie 12 yacos guum 1,2,3 (Bcero
6 1103)

#9rtonosuz 125 mr/m? 2-uacosoii nudysueit muu 2,3,4,5 (Bcero 4 10351)

2. haM [181]

#1urapabun** 1000 mMr/m? 3-x yacoBoil nHYy3neil Kaxaple 12 4acoB JHHU B TeUeHUE
3-x nHei (Bcero 6 103)

#Mutokcaatpor** 10 mr/m?> 30-MuHyTHON MH(DY3Heil B TeueHue 2-x aHeii (Bcero 2

JIO3b1)

3. HA (nas manmenToB ¢ OMJI ¢ inv 16) [74, 181, 182]
[urapabunu** 3000 mr/m> 3-x yacoBoii undysueit kaxpie 12 yacos auu 1,2,3 (Bcero

6 1103)

4. AI[101, 181, 182]
#l{utapabun** 500 Mr/mM> 2-yacoBoii uH(y3uedl kaxaple 12 4acoB 1HU B
TeueHue 4 nHel (Bcero 8 103)

#Unapyourmu** 7 mr/m? 60-MuRyTHOM nHQY3MEl B JHU 3, 5 BCero 2 10351

Kypc xoncosmpanmm 4 (ecaum mocjeAHMl NPeAyCMOTPeH MPOTOKOJIOM)
MPOBOAMTCS IO CXeMe:

1. HAE [101, 102, 181, 182]

[urapabun** 3000 mr/m> 3-x yacoBoii undysueit kaxpie 12 yacos auu 1,2,3 (Bcero
6 103)

#9tono3um** 125 mr/m? 1-yacosoit nadysueit mau 2,3,4,5 (Bcero 4 103b1)

Kommenmapuu: Ilpu neodxooumocmu ouepeOHOCHb YUKI08 KOHCOIUOAYUU MOCem
MEHSMbCAL.

Pexomenayercs Bcem mnaunueHtaM ¢ OMIJI npu HEBO3MOXXHOCTH MPOBEIACHUS

naTteHcuBHOW [IXT mpoBeneHre MOJEKYISPHOUM IeJeHANPABICHHOW (TapreTHOMN)
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Tepamnuu, coctosmeld u3 #BeHnerokmakc** (mo3pl cm. Tabnuma 1) B coueraHuu ¢
#neuurabuHom unu 0e3 Hero. [84, 86, 87, 98, 184, 185]

Yposens yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH - 4)
Kommenmapuu: #Benemoxnaxc™* naznauaemcs 6 eude mabremox no 50me u/unu
100 me ¢ nepgozo oms Kypca, 1 paz 6 cymku 6 noCmeneHHo NOGbIUAIOUWUXCSL 003dX B0
uzbedcanuyu CUHOPOMa ONYxXoneeo20 JU3UCA, ONUCAHHO20 NPU Mepanuu NayueHmos ¢
XJUI. Ienesass cymounas 0osza oocmueaemcs Ha 3-i 0eHb npuema (003bl CM.
Tabauya 1). /[numenvnocmv npuema #Heenemoxnaxca™** cocmasnsem 28 Ometl y
Oemetl, KOMOPLIM HEBOIMONCHO NPOGedeHUe UHOYKMUBHOU XUMUOMEPANUU 8 CBA3U C
MANCENLIM  COMAMUUECKUM COCMOSIHUEM (MmeyeHue maxceioeo UHGEeKYuoHHo20
npoyecca, HapyuieHue Mo3208020 KpOBOOOPAWEHUSA, UCKYCCMBEHHASA GeHMUNAYUS
JIe2KUX, 3AMeCMUmenbHas NOYeyHas mepanus, OCmpasi cepOeyHds U COoCyOUcmas
HeOOCmamoyHOCmb, MANCENAsl NeYeHOUHAsl HeOOCMAMOYHOCHY).

C yenvro docmudicenus bonee 21yO0Kol U KauecmeeHHoU pemuccuu #eenemorxnaxc**
Hasznauaemcs ¢ 16 Ona om Hauana uHoykyuu 6 mevenue 14 OHell nocie OKOHYAHUSA
UHOVKYUU PEMUCCULL.

Tabauya 1. Pacuem 003b1 #eenemorxnaxca™* 6 3aeucumocmu om maccol pebeHka

Hoza me/cym*
Bec, k2 Menw 1 Mennv 2 [enn 3
10-20 50 120 250
20-30 80 170 350
30-45 120 250 500
>45 200 400 800
Moougukauyua 0031 #eenemornakca** npu 00HOBpPEMEHHOM npueme HpPenapamos,
GAUAIOWUX HA €20 MEMADOTUIM.
Huzubumopur CYP3A4
Ymepennvie uneudbumopul Daykonazon™**, anpenumanm,
yunpogrokcayun **,
IPUMPOMUYUH Peoykyus 0ozvl na 50%
CunvHbie uHeUOUMOPLL Iozaxonazon**,
B0pUKOHA301**, Peoykyus 0ozvl Ha 75%
K1apumpomuyun **
Hnoykmopvr CYP3A4
CunvHvle UHOYKmMOopbl ‘ Pugpamnuyun**,
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Genobapouman**, Coemecmuoe Ha3HaueHue

Genumoun** 3anpeweHo

#/leyumabun nasnavaemcs 6 0ose 5 me/m’ 6 onu 1,3,5,8,10,12,15,17,19,22,24 u 26 xaxcoozo
Yukna nookodxcHo. Pexomenoyemcs mecmHoe 0be300nusanue  Kpemom,  Cooepucaujum
Quxcuposannylo KOMOUHAYUIO TUOOKAUHTNPULOKAUH HAKIAOblaeMbiM 3a 2,5 uaca 00 n/k
unvekyuu. Beedenue nepsvix 6 003 #oeyumadbuna sersemcs ooszamenvHuim. Ilpu pazsumuu
aniazuu KposemeopeHus Ko OHio 15, pebpunumeme u noaHoU pedykyuu 61acmosa — cieoyoujue
6 6s8edenullt MOdCHO He nposodums. llpuem #Heenemoknaxca™** npooonxcaemcs ece 28 Owueil

yuxna [84, 86, 98].

o PexoMeHayeTcsi C IENbI0 JOCTIDKEHUS Ooiiee TIyOOKOW peMHCCHU TMoclie Kypca
WHAYKIUA PEMUCCUU TIPOBEJCHHE DJIUICHETHYECKON Tepamuu, COCTOSsIeHd U3
#BanppoeBOil KHUCJIOTHI**, MOTHOCTBIO TPAaHC-PETHHOECBOW KHUCIOTHI (#TpeTtuHOMH™**
nmu ATRA), #aenutabun (ecnu JaHHYIO OMITUIO MPEIyCMAaTPUBACT MPOTOKOJI JICUCHUS )
[90].

YpoBenb  yOeautelbHOCTHM  pekoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH

JI0Ka3aTeJIbLCTB - 3)

Kommenmapuu: #Banvnpoesas kucioma™* npu neuenuu 6orvnoix OMJI npumensiemces,
Kax npenapam Oememuaupyrowuti JJHK nocpedcmeom unzubupoanus 2ucmonoeayemunasbol.
Hasnauaemcs ¢ nepeoeo OHA Xumuomepanuu Ha NPOMAdCEHUU 8ce2o Kypca mepanuu 6 0oze 50
Me/Ke edceOHe8HO Ha NPOMANCEHUU 8Cell mepanuu per os.

#Tpemunoun™* 6 couemanuu c #eanvnpoesoii kuciomou** nomenyupyem oevicmeue
nocnedunell u Haznauaemcs 8 0oze 45 me/m’ excednesHo nepevle 42 OHs, Oanee 6 meyenue 14
OHell HAYUHAsL C Nep8o2o OHsL KAdNCO020 nociedyoueco Kypca konconuoayuu [89-91].

#lleyumabun HazHauaemcs @ pedcume «OKHa» Ha 5 Owetl 6 003e 20 me/m>[90].

e PexomeHayercsi BceM TNalUMEHTaM, MOJy4YalOUMM Tepanuio 1o noBogy OMIL,
BBINIOJTHEHHE CIMHHOMO3TOBOM TNYHKIMM M MHTpaTeKalbHas Tepamnus (BBEACHUE
JIEKapCTBEHHBIX MPENapaToB B CHMHHOMO3I0BOM KaHal) (cM. npuiioxenue A3.2) [1,2,38—
40].

YpoBeHb  yOeaMTENbHOCTH  peKoMeHAauuMi A  (YpoBeHb  JOCTOBEPHOCTH
JoKa3aTejbeTB — 1)

Kommenmapuu: npu unuyuansnom netikoyumose 100x10°/n u 6onee mombanvrasn
RYHKYUSL NPOBOOUMCSL He 8 NepPeblll 0eb UHOYKYUU, d MOJbKO Nocie pedyKyuu Jeukoyumos 0o

yposua 50x10°/n — 60 uzbedcanue NONYYEHUSs NONCHO20 OUARHO3A Helponeliko3a U3-3d
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KOHMAMUHAYUU TUKEOPA Oiacmamu nepugepuieckoil Kposu U uU3-3a pucka KpOoGOMeueHUs 6
CNUHHOMO0320801 KAHAa 8ciedcmeue koazyronamuu [1].
e Pexomenayercss mnpoBeleHHEe HHTPATEKAJBHON TepamMH COCTOSAIIECH U3
MHTpATEKaJIbHBIX BBEJCHUN IUTapaOMHa™* B BO3pacTHOW NO3UpPOBKE (CM. TalIi.
2). [41]
YpoBenb yoOeaurenbHocTH pexkoMeHaauuii C (ypoBeHb JI0CTOBEPHOCTH
JA0Ka3aTeJIbCTB - 3)
Tab.2. /lo3v1 yumapabuna™* ona unmpamexaibHo2o 66e0eHUs 8 3A8UCUMOCTU OM 803DACMA

[41].

Bospacm lloza, me
Menvwe I 200a 20
1 —2 200a 26
2 — 3 200a 34
Cmapwe 3 nem 40

HDOd)uJZaKWZUVGCKa}Z mepanus (6@3 unuyuaavbro2o nopaxcerus IIHC). UHmMpameKalbHble

88edeHus yumapabuna (5 eeedenuil): 00HO 88edeHUe Neped HAUAIOM KAXHCO020 OloKa mepanuu
U nocie OKOHHAHUSL NOCNeOHe20 ONOKA U BOCCMAHOBIEHUsT 2eMON0I3a ewé 2 68edeHus ¢
unmepeanom 6 1 mecsy.

Tepanus npu UHUUUATTBHOM nopagicenuu _ L[HC: UHMpameKajlbHble 66e0eHUsl

yumapadbuna** nposoodsmcs 1 paz 8 Hedeno 00 mex nop, NOKA JTUKEOP He 0yOem CaAHUPOBAH, HO
He meHee 3 pas. 3amem ggedeHuUss yumapabuna™* 6 CnuHHOMO320801 KAHAL NPOOOINCAIOMCSL NO
Makotl e cxeme, KaK 8 NPOQUIAKMUYECKOM JiedeHUll, MO eCmb neped HAuaioM Kax#coo2o 6j10Ka
Xumuomepanuu u nOcie OKOHYAHUA NOCNe0He20 OloKa U B80CCMAHOBNIEHUS. 2eMON033d euwé 2
86edeHuUs ¢ unmepsaiom 6 1 mecsy.

o Pexomennyercs nmanuenram crapiue 3 et ¢ OMJI ¢ inv(16) Ge3 TepBUYHOTO MOPAKESHHUS
I[HHC B pamkax npoBenenus moaudukanuii nporokoia BFM-2004 moxkeT NpoBOAUTHCS
JIUCTaHLIMOHHAS MPELU3UOHHAs JTydeBasi Tepanus Co CTePeOTaKCUYECKUM HaBEJACHUEM Ha
JUHEWHOM YyCKOpHUTene C (OKYCHPOBKOM TNpPH NOPaKEHUM IIEHTPAIbHONH HEPBHOM
cucteMbl 1 rosioBHoro Mmo3zra COJI 12 I'p (o peurenuto koHcuinyma) [42].

YpoBenb  yOeautejqbHOCTHM  pexkoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH

J10KAa3aTeJIbLCTB — 2)
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KomMmenTapum: npoguiakmuueckoe KpanuaibHoe 00OIyYeHUe NPOBOOUMCs KAk
MUHUMYM Yepe3 4 Hedenu nociie OKOHYAHUs NOCIeOHe20 OIOKA NPU 860CCMAHOBIEHUN 2eMONO0I3d.
Hea nocneonux egedenus yumapadbura™** 0ondicHvl ObiMb NPOBedeHbl 80 8peMsi 00IYUeHUs C

unmepganom 2 Heoeu.

e Pexomenayercst BceM nanueHtamM ¢ OMJI crapiie 3 JieT ¢ NEpBUYHBIM MOPAKEHUEM
I[IHC, xoTopple HE NOCTHUIVIM CaHAlMU JIMKBOpA IOCJIE€ 3 MHTPATEKAJIbHBIX BBEIACHHN
uTapabuHa**, TUCTaHIMOHHAS MPEU3NOHHAS JTyueBasi Tepausi CO CTEPEOTAKCUIECKUM
HaBEJICHUEM Ha JIMTHEWHOM YCKOpHTENE ¢ (POKYCHPOBKOM MPHU MOPAKEHUH IIECHTPATBLHOMN
HepBHOU cucTtembl U TosloBHOTO Mo3ra COJI 18 I'p (mo pemenuto koHcunuyma) [38,43—
46].

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

KommenTapuu: xpanuanvnoe ob6nyyeHue npogooumcs npu HOMOWU  JTUHELHO20
yekopumens. Ilpu smom 6 none obnyuenus 001dHCeH NONACMb 8eCb HEeUPOKPAHUYM, GKIIUAs
BEPXHIOI Yacmb welHo20 omoena nozeoHouHuxa 0o C2 exiouumenvHo, pempobyrvbapHoe
NPOCMPAHCMBO U 6CE OCHOBAHUE Yepend, 0coboe 6HUMaHue credyem Yyoenums cpeoHel
MO0320801l AMKe, UYACMO OKA3blearowelcs nedxcawel 2nyosxce obujeco ypogHsa;, nonadavue 8
obnacms 00IYUeHUs YeNIOCMHBIX CYCMABO8 He OOJNHCHO GIUAMb HA KOHQUYpayuro noJs.
Edceonesnas pazosas 0oza cocmaensem 1,5 I'p, makum obpazom 6 meuenue Hedenu nayuenm
nonyuaem 7,5 I'p. Obwas npooondxcumenvHocms 001yueHus cocmaeisiem om 2 0o 3 Heoelb.
Cnunanvroe ob1yuenue ne npouzsooumces vuxomy. Iayuenmam, komopvim naanupyemces TI'CK,
obnyuenue u 2 NOCIEOHUX UHMPAMEKAIbHBIX 86edenus yumapabuna™** npoeooamcsa nocie

mpancnjiaunmayuu no peumenuro KOHCuiuyma.

e Pexomenayercss BceM mnaumeHtaM ¢ OMIJI mocne 3aBepuieHHs] MHAYKIIMOHHOW U
KOHCOJIMIAIIMOHHON Tepanuu 1o npoTokoiy BFM-2004 wim crnenyrommx Bepcuid (CM.
npuioxkeHne A3.2), pacCMOTPETh BOIIPOC O MPOBEJIEHUU IMOAJIEP/KUBAIOLIEH TEPANUU C
Y4€TOM BO3MOXKHOW TIOJIb3bI M pHUCKA I TMalMEeHTAa LEeJIblI0 KOTOPOM sBiseTcs
JTIOTIOJTHUTEIBHOE 3aKPEIJICHHE TOCTUTHYTOM pemuccuu [1,2,33,46,48].

YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

KommenTapum: sman noodeparcusaroweli mepanuu HA4UHAemcs nocie 80CCMaHO8IeHUs
2emMonod’za nocie nocieone20 Kypca xumuomepanuu. Mepranmonypun™** naznauaemcs 6

cmapmoeoii 0oze 50 me/Mm’ eHympo excednesHo, yumapabun** 6 0oze 40 me/m’ 1 paz 6 denw
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NOOKOJMCHO X 4 OHA Kadcooeo mecaya. [[numenvHocmv nooddepoicusaowei mepanuu — 12
mecsayes [38,47].

Llennocmes  nodoepocusaroujeli. mepanuu  NOCAe  GbICOKOUHMEHCUBHOU  “010K08ol”
mepanuu, CO2NACHO OAHHLIM HPOBEOCHHBIX UCCIe008aHUl, COMHUMeNbHA. bonee moeo, ecmb
OaHHbIE O HE2AMUBHOM GIUSHUU NOO0ePAHCUBAIOWEel Mepanuyu HA O00UWVI0 BbIHCUBAEMOCHb

[33,48]

3.2 Tepanus penHINBOB U Pe3NCTEHTHBIX (pedpakTepHbIix) hopm OMJIL

e Pexomenayercsi mamueHTaM C  [EepBHYHOM  pedpaktepHOocThio  OMII
(HemoCcTH)KEHUE TOJHOW pEeMHCCHU MOclie Kypca WMHAYKIHMH) U TpPU Pa3BUTUHU
peruauBa OMJI mepeBOaUTh HAa TEPANMIO BBICOKMMH JI03aMH IuTapabuna** B
no03e 2 1/M2 eXeIHEeBHO B BHJE BHYTPHUBEHHON MH(Y3uu B TeyeHHE 4 4YacoB,
HauuHas yepes 4 Jaca rnocne 3aBepuieHus nupysun Gpaynapadbuna (msatb 103 co 2-
ro mo 6-ii npenp) u #Hbaymapabunom** B moze 30 Mr/mM2 exeIHEBHO
(maxcumanbHas 1o3a 50 mr) B Buje 30-MUHYTHOW BHYTPUBEHHOW MHGY3UHU (TISTH
n03 co 2-ro mo 6-i1 neHp), W HumapyounmHOM** BBOAMIIM B m03¢ 8§ Mr/m2
€XEeJIHEBHO BHYTPUBEHHO B TeueHUe | yaca B 1HU 4, 5 u 6 (Tpu 103bl), HAUMHAS
3a 1 gac mo BBeneHus (ayaapaOuHa M HUTapabMHA [0 PEIICHUI0 KOHCHIMyMA.
[49,85,103,181, 182].

YpoBenb yoOeaurenbHocTH pexkoMeHaauuii C (ypoBeHb JI0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 4)

PexomeHayercsi BceM MalMeHTaM C penuauBaMu H pedpakrepHbiM TeueHneM OMII

PEKOMEHIyeTCd  MPOBEICHUE OJHOM M3 CXEM HWHTEHCUBHOW  BBICOKOJIO3HOU
nommxumuorepanuu  (BAIIXT) pemennemM BpadyeOHOW KOMHCCHH — MEIUIIMHCKOMN
OpraHu3alyy C LENbI0 MOJYyYEHHUS MOTHOM PEMUCCHUU W MOCJEIYIOUIUM BBIIOJHEHUEM
amno-TI'CK (cm. mpunoxxenne A3.2) [48]. Cxema npodunaktuku PTIIX/ Bei6op noHopa,
CONPOBOJUTENIbHASA TEpanus MAHUIYIALMA C TPaHCIUIAHTaTOM oTnpeaensoTcs
TPaHCIUIAaHTAMOHHBIM IIEHTpOM [48].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)

Jleyenne manueHToB Npu pedpaxkrepHocTu uiau peuauause OMJI, cxembl Tepanum.

1. FLAIda [85, 103, 181, 182]
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#Dnynapabus 30 mr/m> 30-mumnyTHOM wuH(y3ueit mEm 1,2,3.4,5, Bcero 5 103.
WutepBan Mexay HadaigoM wuHOy3un #piaynapabuna u HayauoM HHQY3UH
uTapabuHa** MoJDKeH COCTaBIATh 4 yaca

Iurapabus** 2000 mr/m?> 3-x yacoBoit nHy3mel kaxasle 24 uyaca muu 1,2,3.4,5
Bcero 10 mo3

#Unapyounus 10 mr/m? 60-MunyTHOM MHY3HUeii B qau 1,35

(IIpM OTCYTCTBHMH UAAPYOULIMHA MOXKET ObITh IPUMEHEH #MUTOKCAHTPOH** 10 Mr/m>

B/B B TeueHue 60 munyt B nau 1,3,5 — kypc FLAM)

2. FLA [99, 103, 181, 182]

#Dnynapadbun 30 wmr/m?> 30-vunytHOH uMHMYy3medr mmm 1,2,3,4,5, Bcero 5 103.
WNutepBan wmexnay HavaioM wuHGY3un #baynapabnHa ©  HadaioM HWHQY3UH
nuTapaduHa** JoJKEH COCTAaBIATH 4 yaca

[Murapabun®* 2000 Mr/mM> 3-X 4acoBoi uHy3uel kaxasie 24 yaca nau 1,2,3,4,5

Bcero 10 no3

e Jlammmentam ¢ OMIJI ¢ penuauBaMu u pePpaKTEPHOCTHIO K TEPAHUH TPH
HEBO3MOXXHOCTH TIPOBEJICHHSI MHTCHCUBHOW XUMHOTEPAIIH PEeKOMEHIYeTCsl
MPOBEACHUE MOJICKYJSIPHOW IICJICHANPABICHHONW (TapreTHOW) Teparuu,
cocrosiniel u3 #Benetoknakca®* u qeMETHIMPYIOUIETO areHTa #1eruTadnHa.
[98, 184, 185]

YpoBenb yoenureabHocTH pexkoMeHaannidi C (ypoBeHb 10CTOBEPHOCTH -
4)
Kommenmapuu: #Benemokiaxc** nasnauaemcs 6 0oze 400 me 00HOKpamuo
8 CymKu nepopanvho. J{numenbHocms npuema #eenemoxnaxca** cocmaensiem
28 oOmetl y Oemeil, KOMOPbIM HEBO3MONCHO NpOBedeHUe UHOYKMUBHOU
XUMUOMEPANUU 8 CEA3U C MANCENLIM COMAMUYECKUM COCHOSHUEM (MmedeHue
MAHCEN020 UHGEKYUOHHO20 npoyecca, Hapyuienue M03208020
KpPOB0OOpaujeHUs, UCKYCCMEEHHAS BEHMUNAYUA Ne2KUX, 3aMeCmumenbHas
noueunas mepanus, OCMpas cepoeuHds U Cocyoucmas HeooCmamoyHOCHb,
msidiceNas NeYeHoYHAsk HeOOCMAMOYHOCb).

Moougurayus 0o3vl #eenemorxnaxca** npu oOHospemenHoOM npueme nNpenapamos, GIUAIOUIUX

Ha e20 MemabousM.
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Hneubumopwvr CYP3A4

Ymepennvie uneubumopul

Daykonazon™**, anpenumanm,
yunpogprokcayun**,
IPUMPOMUYUH

Peoykyus 0ozvl na 50%

CunvHvle unHeubumopbl

Iozaxonazon**,
B0pUKOHA301**,
K1apumpomuyun **

Peoykyus 0ozvl Ha 75%

Hnoyxkmoper CYP3A4

Cunvubie UHOYKmMopul

Pughamnuyun**,
¢enobapobuman**,
Denumoun **

Cosemecmnoe HA3HAa4YeHue

3anpeuieHo

#lleyumabun naznavaemcs 6 0oze 20 me/m? 6 Onu 3-10 kascoo2o yuxia eHympueento. Beedenue
nepauvix 6 003 #oeyumabuna seisemcs obszamenvhvim. Ipu pazeumuu aniazuu KposemeopeHus
Ko OHI0 15, chebpunumeme u nonnou pedykyuu o6racmosa — cieoyrowue 6 88e0eHUll MONCHO He
npogooums. [lpuem #Heenemoxnaxca™* npooondxcaemes ece 28 ouetl yuxua.

IIpenapam #Benemorxnaxc** ¢ xombunayuu c #eyumabunom (Ben+/ley) noxasan ons
Jeyenuss oemell ¢ peyuougamu, pegpaxkmepuvimu gopmavu OMJI u komopvim He nokasaua
UHMEHCUBHAS UHOYKYUOHHAS XUMUOMEPANUSL 8 C853U C HATUYUEM CONYMCMBYIOuUX 3a001e8aHuUll
[84,86,87,98, 184]

Jna npoeedenus cemompaHcy3uoHHOU mepanuu Y NAYUEHMO8 NOcle mepanuu
#Hhyoapabunom 00axCHbL ObIMb UCHONB308AHBL 0OTIYUEHHblE NPENaAPamvl KPOBU.

Ilpu oocmudicenuu pemuccuu HeodX00UMO NPoBedeHUe Kypca aHai02udHou mepanuu 6e3
aumMpayukiuHa U oalee — NposeoeHue  aulo2eHHou  mpancnianmayuu om HLA-
2eHOUOEHMUYHO20 UIU AlbMEPHAMUBH020 0oHopa. o nauana xumuomepanuu pe@hpaxmepHozo
unu peyuousnozo OMJI neobxooumo nposedenue HLA-munuposanus nayuenma, cubauneos u

pooumerneli u HanpasumMms OaHHbIE 8 MPAHCHIAHMAYUOHHDBLI YEHMP.

e Pexomenayercss B KaueCTBE TapreTHOM Tepanuu y AETEH C MyTaluel reHa
FLT3-ITD npumenenue #copadenudba™* u #runrepurunnda [51,180]
YpoBenb yOenurenbHocTH pexoMeHaanun C (YpoBeHb /0CTOBEPHOCTH

JI0Ka3aTeJIbLCTB - 4)

Kommenmapuu:  #copagenudb™* in  vitro  evizvieaem  yenememue
docopunuposanus  enympuyumoniazmamudecxkor — yacmu  ITD-Fit-3
peyenmopa,  NOAGULOCL — COOOWeHue 00  YCHeWHOM  NpUMEeHeHUU

#copaghenuba™** 300 me/m2 exceonesrno 6 meuenue 47 Ouell ¢ nocieoyowell

nooodepoicusarowelrl. mepanuei #Hcopagenubom™* 170 me/m2 esxceonesno y
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nayuenma c sxcmpameoyiiapuvim peyuousom OMII nocne anno-TI'CK [50,
51]. Hdanumvle  npocnekmugHblX  HPOBEOEHHBIX  PAHOOMUSUPOBAHHBIX
uccredosanuil uneuboumopog ITD-Flt-3 (muoocmaypun™*, eunmepumunu6) 6
nepeoll IUHUU mepanuu y 0emeti 0#CUoarom nyoiuKayuu.

e Jlammentam ¢ OMJI c peunumuBamu u pedpakTEPHOCTHIO K TEpaNHvH B
KauecTBE aJbTEPHATUBHON TEpPANeBTUUYECKOW OMNIUU C LENbI0 JOCTHUKECHUS
PEMUCHH PEKOMEHYeTCsl MHAYKIIMU C MCTIOJIh30BAHUEM CIICTYIOIICH CXEMBI:
#rnanpubun®* (9 mMr/m2 B Teuenue 5 nmHei) ¢ muTapadbuHoM™** (500 Mr/m2 B
TeueHue 5 nHel), mocie vyero emnie 2 kypca DAV (maynopyounma™** 30 mr/m2
B 1-3 aaum 72-yacoBas uH(}y3us, nurapadbu** 250 mr/m2 B 1-5 mam 120-
yacoBast UHQy3us, #aronozua** 200mr/mM2 B 4 u 5 aau 48-yacoBast HUHPY3Us)
[52].

YpoBensb yOenuteabHocTH pexoMeHaanun C (ypoBeHb /JI0CTOBEPHOCTH
JI0Ka3aTeJILCTB - 4)

3.3 Jleuenne OMJI 1 TPAH3UTOPHOI0 AHOMAJLHO MHEJIONO0332 Y MAIMEHTOB C CHHAPOMOM
Jdayna

Hetu ¢ cunapomom Jlayna (JIC) uMe0T aHOMaIbHO BBICOKHMH PHCK Pa3BUTHUS reMOOJIacTO30B.
YacroTa octporo muenouHoro jaeiiko3a y aereit ¢ JIC Boime B 150-400 pa3, yem y nauueHToB
6e3 JIC. B To >xe Bpems mokaszaTreld BBDKMBAEMOCTH W TiporHo3 y nered ¢ OMIJI-JIC
3HAYUTEIILHO BHIIIE, 4YeM y aeteit 6e3 JIC.

MuenonponudepaTuBHble 3a00JeBaHUs, aCCOLMUPOBAHHBIE C CUHApPOMOM J[layHa, BCIEICTBHE
CBOMX YHUKAIBHBIX KIMHUKO-OMOJIOTHYECKUX MPHU3HAKOB 3aHMMAIOT OTJEIbHOE MECTO B
nociennen kimaccudukammun BO3 (2017 1.) M mpencraBieHbl TPAaH3UTOPHBIM aHOMAIbHBIM
muenono33oM (TAM) u OMJL. TAM Bctpeuaercs y 5-30% nereit ¢ JIC u OMJI, cocTaBnsomum

oko10 20% ot Bcex OMJI.

Tpansutoprbiii  aHoManbHbI  Muenomnod3 (TAM), TpasuTopHOoe MuUENONPOIUdEPaTUBHOE
paccTpoOMCTBO,  TpaH3UTOpHAs  JIEMKEMHSI —  9TO  TPAH3UTOPHBIA  KJIOHAJIbHBIN
MUENONPOIU(PEPATUBHBIN  CHUHIAPOM, ONpPENESIONUMHA MpPU3HAKAMU KOTOPOIrO  SIBIISIETCS
HAJIMYUE TIOBBIIIICHHOTO KOJMYECTBAa ONACTHBIX KIETOK B mepudeprudeckoil KpoBH,
MOP(OJIOTHYECKH U MMMYHO(PEHOTHITMYECKH OTHOCSIIUXCA K MeErakapuoOiiactaM, a Takke
BbIsIBIIeHHE TpuoOpereHHor myrtammu B reHe GATAIL. JlaHHBIA CHUHAPOM XapakTepeH It
HOBOPOXJECHHBIX C cuHIpoMoM [layna. Yacrora BbisiBiaeHHS TAM y Takux mNalMeHTOB

BappupyeT oT 5 1o 30%. Ilo panneiM sutepatypbl, B 80% ciysaeB TAM cnoHTaHHO
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paspeniaercsi B TeUeHHUE HECKOJIbKUX HEeNb UM MECSIEB MOCie poXKIeHUs (KaK MpaBuiio 10 6
MmecsneB). Ho B 20-30% ciiydaeB MokeT 3BoJroinoHupoBats B OMIJL

JlaHHBIN CHHIPOM dallle BCErO pa3BUBAETCS B IMEpBbIC AHHU/MECSIbl )XKU3HU pebeHka. MHorna
MOJKET BBISBISATHCS BHYTPUYTPOOHO W TPUBOAWTH K BHYTPUYTPOOHOW THOENW IJIojaa WU
CMEpTH B TIEpHoie HOBOpOXKIeHHOCTH. Kimnandeckue nposiBieHnss TAM MOryT OBITh pa3UYHBI,
OT OECCHMNTOMHBIX HW3MEHEHHUW B aHaIM3aX KPOBU [0 TSOKEJIOH JUCCEMUHHPOBAHHOMN
neiikeMudeckor HHGUIbTpauu opranoB. Kimmanuecku BeipaxeHHblii TAM paszBuBaercs y 10-
30% manueHToB.

Haubonee 4dYacTbIMM TPOSIBICHUSMHU SIBISIFOTCSI TEMATOCIUIGHOMETAHs, JKENTyXa, ChIlb,
nepuKapIuanbHbIN/ TIeBpaTbHBIN BBIIIOT, acCIuT, [oYeyHast HEJIOCTATOYHOCTb,
reMaTrojoruueckue HapymeHus (JIeWKOLUTO3 CO CIBUIOM JIEHKOUUTApHON (HhOpMyIbl BJIEBO,
HelTpodunes, TpomOouuTonenus). HeoOXoAUMO OTMETHTh, YTO HET CHEIUPUICCKHX
MPHU3HAKOB, 32 MCKJIIOUYEHHWEM TOBBIIICHHOTO KOJMYECTBA ONACTHBIX KIETOK B KpoBw> 20% u
Hannuus Mytaiuu B reHe GATA L. IlpumepHo y 20% HOBOPOXKACHHBIX HET HU KIIMHUYECKUX, HU
reMaToJiorunyeckux npospiaeHud TAM — 370 Tak Ha3bIBaeMbIi «Mmosrdamuii» TAM.

B 15-20% cnydaeB TAM MOXET UMETh TSDKENOE JKU3HEYTpOXKalollee TedeHue, 4To Tpeldyer
MPOBEJCHUS Tepanuy HU3KUMH J03aMu uTapabuna** B mose ot 0,5 10 2 Mr/kr.

Manudecrarmuss OMJI y nereit ¢ JIC, kak mpaBwmiio, IPUXOAUTCS Ha TIEPBBIC 5 JIET XKU3HH, C
nukoMm 3abosneBaeMoctd B 2-4 roma. Ilo manaeiM jutepatrypsl, aetd ¢ OMJI u JIC umeror
Jy4IlIie pe3yibTaThl JEUYCHUs U 00Jiee BHICOKHME TOKA3aTeNId BhKUBaeMOoCTH, yeM netu 6e3 JIC.
[Ipn npoBeaeHMM XUMHOTEpANMM CHUKEHHOW MHTEHCUBHOCTU BEPOATHOCTH u3ineueHus OMII
coctaBnsier 80% u Oomnee. B TO ke Bpems, cTaHAapTHash MHTEHCUBHAs XUMHUOTepamus (c
BBICOKMMH J103aMHU aHTPALUKINHOB U «MHTEHCUBHBIM» TAHMUHTOM» MHIYKIIMHU) aCCOLMMPOBaHA
y TakhX TMAlUUEHTOB C BBICOKOM TOKCHYHOCTbIO W 3HAYUTEIILHOM CMEPTHOCTBIO OT
WH(EKIIMOHHBIX OCIOXHEeHU [76,77,80].

VY naunueHTOoB € cuHApoMoM JlayHa MOXXET Takke pa3BUBATHCS MHEIOIUCIUIACTUYECKUI
cuaapom (MJIC), KoTopbIii XapaKkTepuszyeTcs ITUTOTICHUEH M AucIutazueid B 1-oif mmm Goiee
KJICTOYHBIX JIMHHUSX. Y JeTel 3TOT CHHAPOM TpencTtaBieH 2 dopmamu: pedpakrepHO
uuronenueir u MJIC ¢ u30bITKOM 0JIacTOB.

CoBepmieHHO oueBugHO, uro MJIC y mnanmeHToB ¢ cuHApoM JlayHa HEMHUHYEMO
tpanchopmupyercs B OMJI, B cBsI3W ¢ 4YeM TakuM IMalMEHTaM HEOOXOJUMO IPOBEICHHE
xumoTtepanuu (XT), ananorudHoit Toi, kotopyro nosyqaroT aeta ¢ OMJI-JIC [81].

Yacrora peunausoB y mauueHToB ¢ OMJI-JIC Hu3ka u He npesbimaer 8-10%. OxHako npu
BO3HUKHOBEHUU PEIUIMBA WIN pepakTepHOM TedeHHE 3a00JICBaHMs TEParleBTUUCCKUE OIIIUU

BecbMa orpanuyeHbl  (mpoBemenue TI'CK), a mokaszarenu BBDKMBAaGMOCTH — KpaiHe
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HeyaoBieTBoputenbHbie. [lokazarenn OB nauuentoB ¢ CJI u peunausom OMJI He mpeBbIIIAIOT
25% [76,77,80].
Taxum o6pazom, neuenne OMII/M/IC y neteit ¢ cunapomom JlayHa TOMKHO OBITH OCHOBAHO Ha
CHIDKEHUU J03bl XUMHUOTEPANEBTUUYECKUX AreHTOB, OTCYTCTBUM WHTEHCHBHOIO TAallMUHIa H
ONTUMU3ALMH Ka4YECTBA COMPOBOAUTEIBHON TEPATIUU.
B mnacrosmee Bpemsi emuHoro cranjpapra tepanun OMJI y nmereit ¢ JIC He paspaboTaHo.
3auacTyro Uil MPOBEAECHUS TEPAMU UCIIOB3YyeTCs TpoTokoa ML-DS-2006.
B Poccun nmpumensroTcss mpoTokoasl Hemenkoi rpynmbl — BFM (Berlin-Frankfurt-Miinster) -
AML-BFM-98, AML-BFM-2004, ML-DS-2006. TpexneTHas BbDKUBAEMOCTbh MAlUEHTOB,
nojgyuyaBmux JsedeHue B uccienoBanuu AML-BFM 98, cocraBuna 90%. B oTHOcuTenbHO
HEJJaBHEM MEXIYHAPOAHOM MYJIbTHIEHTPOBOM uccienoBanu ML-DS 2006, BBIIOJHEHHOM B
nepuon ¢ 2006 o 2015 roasl, B cpaBHeHUU ¢ ucciaegoBanneM AML-BFM 98 mHTeHCUBHOCTH
TEepanuyu CHIXKEHA 3a CYET YMEHBUICHHS KyMYJISTHBHOM J03bl 3TOmo3uaa™*, cokpalieHus
konnuectBa JIII, a Takke OTMEHBI NMOAAEPKHUBAKOLIEN Tepanuu. B pesynprare MpoBEIEHHOMN
Tepanuy NojHast peMuccus nocturuyra 'y 85% nereil. Hecmotps Ha penykuuto XT, nmokasarenu
oOmieit 1 OeccoObITHITHON BbDKHMBaeMOCTH cocTaBwid 89% u 87%, a KyMyJISTHBHBIA PHCK
peuuauBa/pedpakrepHocTd — 6%. JlaHHBIE pe3ynbTaThl OKa3ajlHCh CXOKUMU C KOHTPOJBHOM
rpynnoi — BFM 98. CmepTHOCTB, accounnpoBaHHas ¢ Tepanuei, cocraBuina 2,9% npotus 5%.
YacroTra TsKeNbIX MHPEKIMOHHBIX OCJIOXHEHUH Oblila CHIDKEHa B uccienoBanun ML-DS-2006
MPaKTUYECKH BIBOE [82].
[Tarimenram ¢ OMJI/MJIC u JIC pekoMeHyeTcsl TPOBEACHUE Teparuu 1Mo mpotokoiay ML-DS-
2006. Tepamusg N0 MNPOTOKOJNY MAJIs BCEX MALMEHTOB BKIIOYAaeT 4 IMKIAa XWMHUOTEpAIUU:
MHAYKIHIO PEMUCCUM U 3 IIUKJIA KOHCOJIUAALNH.
o Pexomenoyemcsa BceM mnamueHtam ¢ cuHapomom Jlayna m OMJI Tepanus
CHI)KEHHBIMH J103aMH XMMHOIIPENApaTOB M0 OJAHON U3 YKa3aHHBIX HUXKE CXEM
Tepanmuu CO CTaHJAPTHBIM TaWMUHIOM, TO €CTb HEOOXOJUMOCTBHIO
BOCCTAHOBJIEHUS ~ IE€MOI033a  Iepe]  HayaJloM  KaXJAoro  IMKJa
IIOCTPEMUCCUOHHOM Tepanuu [82, 181, 182].
YpoBens yOenureJbHOCTH pexkoMeHAannu B (ypoBeHb 10CTOBepHOCTH

JI0Ka3aTeJIbLCTB - 3)

Nuaykuus peMuccuu
AIE: [74, 181, 182]
Hurapadun** 100 Mr/mM?/1eHp B BUIe HETIPEPHIBHOU B/B MH(DY3UH B TeUCHHE 48 4acoB, HAUMHAS

c yrpa 1 nua no yrpa 3 aHs.
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Hurapadun** 100 mr/m? kaxapie 12 gacoB B Bune 30-MmuHyTHOH B/B HHDY3UM ¢ 3 THA 10 8 IHSA

BKJIFOUUTENBHO (Bcero 12 n03);

#Unapyounun** 8 mr/m*nens B Buae 4-yacoBoil B/B mH(y3uu B qHM 3, 5 U 7, BBOOUTH

HEIMOCPEICTBEHHO Tepe ] muTapadbuHomM™* (Bcero 3 103bI);

#Ironmo3ua** 150 mr/mM?*/aeHr B BUIE OJHOYACOBON B/B MH(Y3WMU Kaxaple 24 daca B JIHH
6, 7 u 8 (Bcero 3 m03bI), BBOAUTH JI0 IUTapabuHa™**;

InTapabuu™** nHTpaTeKaIbHO B BO3PACTHON JO3UPOBKE B JACHH 1.

Koncomumamus 1
muka Al: [74, 181, 182]

Kpurepun nHavanma xumuorepanuu: TpaHymonutbr> 1000/mkn, mnedikouutsl > 2000/MKm,

tpombo1uTH > 100 000/mMKIT

Hurapadbun** 500 mr/mM*/neHs B BUIE HeNpepbIBHON 24-yacoBoBOil B/B MH(Y3uu B aHu 1-4
BKJIFOUUTENIBHO (BCero 96 yacon);

#Unapyounun** 5 mr/m? B Buzie 1-yacoBoii B/B nH(Yy3uu B cHb 3 U JIeHb 5 (2 1035b1);

Hurapadun** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHH (.

Konconunanus 2
haM: [68, 100, 181]
Kpurepun Hayana 6ioka: rpanynonutsr> 1000/mki1, neiikonutsr> 2000/Mki1, TpoMOomTs > 100

000/MKn

Hurapadbun** 1 r/M? B Buge 3-yacoBoi B/B MHQY3UMU KaXapie 12 4acoB B TeUeHUE 3-X JTHEH
(Bcero 6 1103);

#MurtokcaHTpon** 10 mMr/m*/nens B Bune 30-mMuHyTHOH B/B MH(QY3uHn 1 pa3 B IeHb B TECUEHHUE
2-x pHew (Bcero 2 103b1);

Hurapadun** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHH (.

Koncoanaamus 3
HA: [74, 181, 182]
Kpurepun nHavana 61oka: rpanynouutsl > 1000/mki, neitkorutel > 2000/MKa, TpoMOOIHTHI >

100 000/mKn

Bobicokue 10361 nuTapadbuHa** 3 1/M? B BUJIe 3-4aCOBOM B/B MH(Y3UH Kaxaple 12 4acoB B THU

1-3 BrIrOUMTENBHO (BCero 6 103);
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Hurapadun** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHH (.

B cnyuae orcyrcTBus #unapyounmHa** B KIMHUKE BO3MOXKHO MPUMEHEHUE #MUTOKCAHTpOHA™**

(mepepacuet ¢ #ugapyournmaom** 1:1) unu naynopyournmna** (coornomenue 1:5).

Jo3b1 uTapabuHa™* st MHTpaTEKaILHOTO BBEICHUS B 3aBHCIMOCTH OT BO3pacTa

Bo3zpacr Jo3za, mr
Meurmie 1 rona 20
1 —2 rona 26
2—-3rona 34
Crapue 3 net 40

Kommenmapuu: J[ns oemeii ¢ maccou mena < 12 ke umu eo3pacmom < 1 2o0a, 003vl

6Hympu6‘€HHOﬁ xumuomepanuu O0JIICHDI paccdumosleanvCia 6 coomeemcmeuu C Mmaccou mena

(k2) pebenka, a e NIOWAOLIO NOBEPXHOCTIU MeEA.

o Pexomendyemcsa BceM HOBOpPOXIAEHHBbIM nanueHTaM ¢ JIC mpuaepkuBaThbCs
cienyrouen TakTUKy Beaenus [82, 182]:
nmpoBeieHre o0mero (KIMHAYECKOr0) aHajin3a KPOBU C MPOCMOTPOM MasKa KpOBHU
JUISL aHAJIM3a aHOMAJMH MOP(OJOTUU SPUTPOLMTOB, TPOMOOLIUTOB U JIEUKOLIUTOB C
IEJTbI0 TIOUCKA U TIOJICYeTa OJIACTHBIX KIIETOK;
MPOBEJICHNE BU3yaTbHOTO OCMOTPA C LEJIbI0 BBISIBICHHS KIMHUYECKUX MPOSBICHUN;
npu oOHapYKEHUH MOBBIIIEHHOT'O KOJMYEeCTBa OJACTHBIX KIIETOK B mepudepuieckon
KPOBH WJIM HAIMYUH KIMHUYECKUX MMPU3HAKOB HEOOXOUMO:
® ONpPEIEIHUTh HATHUNE TSHKEIBIX )KU3HEYTPOKAIOIIUX CHMITTOMOB;
® T[IPOBECTH MOJIEKYJSIPHO-TEHETHUECKOE MCCIEAOBAHUE MYTallUd B TEHE
GATAI meToaoM CEeKBEHHpPOBAHUS.
[lpy HanUuUUM KHUBHEYTPOXKAIOIIUX CHUMITOMOB (yeiikoruro3d > 100 Thic/MKI,
KOHBIOTUPOBAHHBIM OUIMPYOHH >83 MMOJIB/J, BBIpaKCHHAsI IeNaTOCIICHOMETaus,
BOJISIHKA mwioja, TUIeBpajIbHBINA/IEpUKapAUaIbHBINA BBITOTHI, royeyHast
HenoctarouHocth, JIBC) — HEoOXOomMMO HadaTh TEPaNHui0 HHU3KHUMH J103aMH
urapabuHa™*.
[Ipn OTCYTCTBUM TSIKEIOM CHUMITOMATHKH — MOHHUTOPHUHT JI0 HOPMAaJU3aluu
nokasareseil KpOBETBOPEHHS U MOCIeayollee AUCIaHCepHOoe HAOM0IeHue 10 5 et

(BBUIY pucka pa3Butus OMJI).

YpoBeHb yOeAuTeIbHOCTH peKoMeHAauu B (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeIbCTB - 3)
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3.4 ConyTcTBYIOIIIAS U CONMPOBOAUTEIbLHAS TePAIUS

e Bcem mnanmenrtam, nosmydamomuM Tepanuio 1o nosoany OMII  pexkomenayercs
MIPOBEACHUE CONYTCTBYIOUIEH M CONPOBOJUTENBHOM TEpamuu B COOTBETCTBUU C
popUIBLHBIMU pekoMeHaanusmu [1,53-56].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)
Kommenmapuu: Ilokazana usonayus oemeti 6 OOKCUPOBAHHblE NANAMbL, NPOGEOeHUE

uH@Y3UOHHOU mepanuu, NPUMeHeHUe KOTOHUECMUMYTUPYIOWUX PaKmopos no noKa3aHusM.

Pexomenayercs mnamuentam ¢ OMJI mocne Ttepanuu ¢uynapaOMHOM MM KJIAAPUOMHOM
npoduIaKTHKa THEBMOIIMCTHON MTHEBMOHHUH cyibhameTokcason+Tpumeronpum** B 103€ 150/750 Mr/M?
/menb v 5 Mr/kr/nens 0 TPUMETONPUMy 3 JHS B HEAEIIO [57].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 4)

He pexomenayercsi BceMm mnanueHtam ¢ OMIJI, yuuThiBass BBICOKYIO BEpPOSATHOCTH
(hopMHUpPOBaHHS PE3UCTEHTHONH MHUKPO(MIOPHI, a TAaK)Ke BBICOKYIO YacTOTy HH(EKIIUH,
BBI3BAHHBIX JHTEPOOAKTEPUSAMHU C MPOAYKIHEH OeTa-TakTama3 paclIMpeHHOTO CIEKTpa
(BJIPC), npoBenenue nepBUYHON MPOPHUIAKTHKY OakTepUanbHbIX HHeKuid mpu OMJI
aHTUOMOTHKAMHU, B TOM YHCJIE «CEJEKTUBHOM JEKOHTAMUHALMK»  KHUIICYHUKA
HeabcopOMpyeMbIMU aHTUMUKPOOHBIMU TIpenapatamu [21,22].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

e Pexomenayercss mnamuentam ¢ OMJI B mepuos HEUTPONEHUM  TMPOBEACHUE
MpOoUIAKTUKH HWHBA3MBHBIX MHKO30B: I03aKOHa3ojoM** (mersim crapme 13 ner),
BOpUKOHa30J0M** (crapmie 2-x JeT), UTPAKOHA30J0M (crapuie 2-X JIeT) WIH, IpHU
HEBO3MOXXHOCTH HA3HA4YCHHsI a30JI0B, IPYTMMH TMPOTHBOTPHOKOBBEIMH MperapaTaMu
CHUCTEMHOTO AeicTBuUsA (10 mokazanusm) [21,22,59,153,154].

YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YpoBeHb  J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 4)
KommeHTapuu: npuem npomugocpubKosvix npenapamos CUCmMemMHO20 Oeucmeus

npodoncaemcs 00 nosvluierus epanynoyumos sviuie 0,5x10°/1.
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e Pexomenayercs mammenram ¢ OMJI u paHee yCTaHOBJIICHHBIM WHBA3MBHBIM MHUKO30M
(MM) npoBeneHue BTOPHUYHONW NPOTUBOTPUOKOBON MPODUIAKTUKU IpernapaToM, NpU
Ha3HAYEHUH KOTOPOTro ObUIO JOCTUTHYTO M3nedenue ot UM [21,60-62].

YpoBenb yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH

J10Ka3aTeJIbLCTB — S)

e Pexkomennyercsa Bcem namuerntam ¢ OMJI npu pa3sutunu ®H B Teuenue He Oonee 60
MUHYT MHHUIAAPOBATH IMITUPUIECKYIO TEPANUI0 OeTa-TaKTaMHBIM aHTHOAKTepUAIbHBIM
npenapaToM, MEHULIUUIMHBIME (KOMOMHAIIMY TEHULIWUTMHOB, BKJIIOYas KOMOMHALIUU C
UHTUOWTOpaMu  OeTa-lakTama3; 1e(alloCopuHbBl  TPEThero  JMOO  YEeTBEPTOTO
MOKOJICHHUS), C AaKTUBHOCTBIO MPOTHB TPAMIIOIOKHUTEIBHBIX M TI'PaMOTPULIATEBHBIX
OakTepHii, BKIIIOUas CHHETHONHYI0 nanouky. [111, 113,114 ,145-147].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB S).

Kommenmapuu: Bvibop cmapmoeoti mepanuu 3a8ucum om coMamuyecko20 cOCMOsHUS,
Dpe3yIbmamos CKpUHuHea U npeouecmsayoue20 UHQeKYyuoHH020 aHamHe3a NayueHma, a maxice
JIOKANIbHBIX  INUOEMUOTOUYECKUX OAHHBIX U peKomeHOayul. Beedenue npomuomukpoOHbix
npenapamog cucmemno2o Oeticmeusi nayueumam ¢ OMJI  ocywecmeénsemcs moavko

BHYMPUBEHHO.

e Pexomennyercs Bcem mnamueHtam ¢ OMJI u ¢eOpunpHONH HeEHTporeHUeH mnpu
CTaOMJIBHOM KJIMHUYECKOM COCTOSIHHEM (aJE€KBATHBIM ypOBEHb CO3HAHMS, HOpPMaJbHbIC
IIOKa3aTeay FeMOJAVMHAMUKU, OTCYTCTBHE KIMHHUKH JIOKAIbHOW MH(EKIUHM) Ha3HAuYEHUE
OeTa-TaKTaMHBIX aHTHOAKTEpHUalIbHBIX NpPENapaToB, NEHULMIUIMHOB: LEe(haloCIOPUHOB
(I®) Ttperbero, dYeTBEpTOro MOKOJEHHUA JUOO #HhumepauwinH/Tazo0akrama B
KOMOWHAIIMKM C aMuHOTIMKOo3uaamu. [22,108, 109, 110, 111, 113, 120, 122-124, 146,
147].

YpoBenb  yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0KAa3aTeJIbLCTB — S)

Kommenmapuu: JlononnumenvsHo modcem Obimb BbINOIHEHO HA3HAYEHUe AHMUOUOMUKOS
2UKONENMUOHOU  CIPYKMYPbL, 8 3A6UCUMOCTU  OM  KIUHUYECKOU KapmuHbl, JTOKATbHbIX
pekomenoayuli U KoloHuzayuu nayuenma. Hasznauenue kapbanememos 6 Kauecmee
AHMUOAKMEPUATbHBIX  NPENnaApamos CUCMEMHO20 OelCmeus Nepeol JUHUU O0OOCHOBAHO Y
NAYUEHMO8 C MANCENbIMU UHDEKYUAMY, NpU NOPAdCEHUU OPIOWIHOL, NApapeKmaibHol
obnacmeti, npu pazsumuu cencuca. Moouguxayuro anmumuxpoOHOU mepanuu Npo8oosm Ha
OCHOBAHUU KAUHUYECKUX CUMNIMOMOS, pe3yrbmamos UHCMPYMEHMANbHBIX u
MUKpobuonocuyeckux —uccredosanuti- Ilpu  cmabunbHOM — KIUHUYECKOM — COCMOSIHUU U
OMCYymcmeuu 04az08 UH@eKyuu OONYCMUMO NpPOOOJIdHCeHUe CMapmogou aHmubaKmepualbHoll
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mepanuu 6 meyeHue 48-72-x uacoe, NnOCKOJIbKY Jzuxopa()Ka He s61Aemcs eOUHCMEEHHbIM
nokasameniem msscecmu qu)eKL;I/lOHHOZO npoyecca.

e Pexomenayercsa mnauueHtaMm ¢ OMJI u mepcuctupyromeit ®H mnpu smnupuueckoi
ACKaNlallMM AaHTHOAKTEpPUATbHON Tepanuu YYUTHIBATh Pe3yJIbTaThl MUKPOOHOIOTMYECKHX
(KyIbTypalbHbBIX) MCCIIEJOBaHUI Kajla Ha adpoOHble U  (aKyIbTaTUBHO-aHAIPOOHBIE
MHUKPOOPTaHU3MBI ISl HA3HAYCHUS NMPEIM3UOHHON aHTHOaKTepraabHoi Tepanuu [ 164,165].
YpoBenb yoenureabHocTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB
-5)

Kommenmapuu: [layuenmam ¢ KonoHusayuetl pe3ucmeHcmHolMu 6axkmepusimu HeooXxooumo
HAa3HAYeHue  nNpenapamos  2pynnel  pezepéa (6  coomeemcmeuu ¢ OAHHbIMU

AHMUOUOMUKOSDAMMDL).

e Pexomenayercsa namuentam ¢ OMJI npu passutum nepcuctupyromein ®H, Ttsoxenoi
WHQEKIMY, TMPU3HAKOB CEMCHCAa M CEeNTHUYECKOTO IIOKa Ha3HaYeHHWe OeTa-JIaKTaMHBIX
aHTUOAKTEPUANIBHBIX TPENApaTOB &HFHOHOTHKH HaWOOJee IIUPOKOTO CIEKTpa JeHcTBUS
(kapOameHeMOB) B COYETAaHMHM C AMUHOTJMKO3MIOM M BAaHKOMUIIMHOM™*, a MamueHTam ¢
M3BECTHOM KOJOHU3AIMEN — MpenapaThl rpynimsl pedepna. [ 149-152,175,176].

YpoBenb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB
- 5)

Kommenmapuu: Ilpu pazeumuu msxicenvix UH@DEKYUOHHBIX OCIONCHEHUN U/UIU Cencuca
anmubakxmepuaivbHble NPenapamsl HAZHAYAIOMCL 8 MAKCUMATbHBIX 003aX, NPEONnOYmMumenibHo
NPOJIOHSUPOBAHHBIMU UHDYUAMU 6 C653U C HAPYUleHUeM KIUPEHCA U NnepepacnpeoeneHuem
arcuokocmu 8 opeanuzme. Ilpenapamamu pesepsHoll epynnvl AGIAOMCA  KOAUCTIUMEMAm
Hampus, NOJIUMUKCUH B** mueeyuraun **, Hyedpmonoszan/mazobaxmam**,
yegpmazuoum/agubakmam ** (6 Hekomopwix cumyayusx ¢ Komounayuu ¢ azmpeonamom™*) [175-
178].

e Pexomenayercss Bcem mamuentaMm ¢ OMJI  npoBeneHue — SMIUPUYECKOM
NpOTUBOTpUOKOBOY Tepanuu [124, 126, 127, 153, 154].

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

e Vmpexnaromas MpOTHBOIPUOKOBas Tepamus PeKOMEHI0BAHA BCEM NAIMEHTaM C
OMIJI B cnydae BBISBICHUS NPU3HAKOB HMHBA3MBHOTO MHUKO3a IPU MPOBEACHUU
MOJITHOTO KOMITJIEKCa AuarHoctudeckux obOcnenoBanmii: KT opranoB rpymaHO#
MOJIOCTH, OPOHXOCKOIHMH C TMOCJCAYIONUM MHKPOOUOIOTHYECKUM HCCIEI0BAaHUEM
OpPOHXO0AIbBEONIIPHOM JIABaXKHOM KUIKOCTU (B COOTBETCTBUU C MPUIIOKEHUEM A3.6)
[124, 153-155].
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YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB 5).

Pexomenayercsi Bcem manueHtam ¢ OMJI mpu pa3BUTHH KaHAWIESMHH/WHBa3HBHOTO
KaHIU03a Ha3HAYCHHE TEPAIUU MTPOTUBOTPUOKOBBIMU TIperapaTaMyd CUCTEMHOTO JCHCTBUS
[144, 145, 153-156]
YpoBensb yoenureabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB
5).
Bcem manmentam ¢ OMJI 1 HeHTponeHUEH W/iin reMOJMHAMIYECKON HECTaOUITHbHOCTHIO
JUTSI IeYEHUsT KaHAuIeMuH UIyKOHa301** He pexkoMeHa0BaH [154].

YpoBenb yOeaurenbHocTH  pexkoMeHgaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0KAa3aTeJIbCTB 5).

[Ipy pa3BuTUM HMHBA3MBHOTO acnepruwuie3a BceM mnanueHtam ¢ OMJI pexkomeHayercs
He3aMeUIUTEIbHOE HA4ajIo Tepanuy NpOTUBOTPHOKOBBIMU MpenapaTaMyu CUCTEMHOTO JICHCTBHSA
[154-160].

YpoBeHs yoeauteabHoCTH pekoMeHaanuil C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB 5).

[Ipn pa3BuTMM MHBA3UBHOIO MYKOpPMHKO3a BceM mnamueHtam ¢ OMJI pexomenayercs
He3aMeUIUTEIbHOE MpOBe/IeHUE KOMOMHHPOBaHHOM Tepanuu, BKJIIOUAIOLIEH
MPOTUBOTPUOKOBBIE TIPETapaThl CHCTEMHOTO JCUCTBUS U XUPYPTHUECKOE BMEIIATENbCTBO 154,
161-163].

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

e Pexomenayercst BceM mnamnueHtam miagme 18 jger ¢ OMJI npu CHM>KEHUU YpPOBHS
TpomGonuToB Hike 20x10%/11 6o mpu Goslee BHICOKUX MOKA3aTENAX TPOMOOLUTOB MIPU
HAIMYMKM ~ Koaryjomatuu (rumopupuHoreHemusi, mnosbimeHne AYTB u  MHO)
reMOpparndeckoro CHHApoMa WK MHGEKIUU TpaHChy3usi KOHIEHTpaTa TPOMOOITMTOB
[53.64].

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

Kommenrtapuu: Jlioboe npossnenue cemoppazuuecko2o cuHopoma (nemexudnivHbie
8bICLINAHUSA, 0CODEHHO HA CIUIUCMOL NOIOCIU PMA, HA Tuye U nepeoHeli NO8EPXHOCMU 2PYOHOU
KI1emKu, 100ble KposomeyeHus) u/uiu nosviuieHue memnepamypol meia eviwe 37,5° C oadxce 6
omcymcmeue — A6H020  ouaza  UH@eKyuu,  mpebyem  BbLINOIHEHUA  MPAHCHy3uu
MPOMOOKOHYeHmpama oadice npu Koaudecmee mpomooyumos 6 nepughepuyeckotl kposu Oosee
20 x 10°/n. Ananocuunvie noxazanus Ons MpaHc@dy3uu mpomMOOKOHYEHMPAmMa npU NOO20MOEKe
nayueHma nepeo 8blNOIHeHUeM UHBAZUBHBIX NPOYEOYP.

Jna nposedenus nepeoii ¢hazvl UHOYKYUU U O 8bINOIHEHUS UHBAZUBHBIX MAHURYIAYUL
(MFOMOANLHOU NYHKYUU, Kamemepuzayuu YeHmpaibHOl 8eHbl) YPOBEeHb MPOMOOYUMOE O0JIHCEH
6oimb He menee 30x10°/n. B nepuod annasuu kpoeemeopenus nocie 06020 Kypca

HOAUXUMUOMEPANUY, eClu Hem KpO8omedeHull u/uiu un@exyull ¢ ¢ebpuibHol IUXxopaoxoll -
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MPOMOOYUMBL OONICHBL NOOOEPIUCUBAMBCA. HA YpoeHe He menee 15x10°/1. Ilpu npucoedunenuu
ungexyuti ¢ edpunbHOU TUXOPAOKOU U npu npumeneHuu Ampomepuyuna B** mpomboyumor
00N9ICHBL NOOOEPACUSAMbCA HA yposHe He menee 20 x10°/1.

Buipaoicennas  kposomouusocms co cauzucmolx, Kposomeuenue 6 KKT, necounoe
KposomeueHue, KposousaiuaHue 8 Mo32 — NOKA3AHUs K MPaHchys3uu mpomooKOHyeHmpama npu
J00bIX NOKA3amenax mpomooyumos

Hayuenmol, nonyuaswiue rnaopubun™* u #oayoapabun™*, Oondxcuel neperusamvcs

00Iy4eHHbIMU Npenapamamil Kpogu.

e Pexomenayercsi Bcem narmentam ¢ OMJI npu cHmwkeHun remorioouHa Huke 70 r/1 u
rematokpute MeHee 0,3 WM pPa3BUTUU KIMHMUYECKUX CHMIOTOMOB aHEMHYECKOTO
cuHApoMa (COHJIUBOCTh, TaXWKapIus, OJBIIIKA) TpPaHCQY3Hsl ISPUTPOIMUTHONW MacCCh
[53.,64].

YpoBenb  yOeaureabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0KAa3aTeJIbCTB — 5)
KommeHnTapuu: nayuenmol, noayuaswiue Kiaopubun**, O0ondicHbl neperusamuvcs

00IY4eHHbIMU Npenapamamil Kpogu.

e Pexomennyercss TpM HaIMYMM HAPYNICHWH IUTa3MEHHOTO Temocra3a (TUHo- u

TUIIEPKOATYIIALNS) BHIIOJTHEHNE TPAaHC(PY3UU KOMIIOHEHTOB KpOBH [65].

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

Kommenrtapuu: [loxazanus u od0vem mpaunc@y3uoHHOU NOOOEPIHCKU ONpeoensemcs
HOKA3aMensAMU Koaz2yloepammol U KIUHUYECKOU Cumyayue.

IHayuenmol, noayuaswiue xnadpubun™* u #Hpmooapadbun™*, OondcHvl nepenusamvcs
001yYeHHbIMU NPENnaApamamt Kposu.

Tpancysuu  ceedxnce3amMopoI’CEHHOU  NAA3MbL  NPOBOOAMCS  MOAbKO NPU  CePbe3HbIX

U3MEHEeHUAX  Koacynozpamme: ubpurozen menee 1 2/1, npompomodounosviil unoexc menee 50%,

AYTB 601ee 55 cexyno.

e PexoMeHayeTcsl Ipy BOZHUKHOBEHHWU OCTPOTO WJIM XPOHHUYECKOro OO0JIEBOrO CHHApOMA
YTOYHEHHE JTHOJOTUM OOJM; TMpHU BBIABIEHUU OdYara BOCHAJICHUS — NPOBEICHHE
HEOOXOMUMBIX  MEpOMPHUSATHH MO  JICYCHHWIO  oyara  BOCHAJIEHUS  COTJIACHO
COOTBETCTBYIOIIUM KIMHHYECKUM DPEKOMEHIAIMsIM (BKIOUYas, MPU HEOOXOIUMOCTH,
XUPYprudeckoe JIeyeHHe); Mpu HCKIIOUYEHUH WHQEKIINOHHO-BOCTIATUTEIbHON MPUPOIBI

00JIEBOTO CHHIPOMA PeKOMEHIYyeTCsl IPOBEICHNE 00€300JIMBAOIEH Teparmuu COTJIACHO
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CYIIECTBYIOIUM TPOTOKOIaM 00€300JMBaHMs (CM. COOTBETCTBYIOIIME KIMHUYECKHUE
pEeKOMEHIAlMd O  XPOHUYECKOW  O0JM, KIMHUYECKHE  PEKOMEHJAUU 10
AQHECTEe3MOJIOTUH), B TOM YHUCIIE, M0 MOKA3aHUSM - C MPUMEHEHHEM HAPKOTUYECKUX U
MICUXOTPOIHBIX JIEKAPCTBEHHBIX MPEMapaToOB, C YU€TOM BO3MOXKHBIX MTPOTUBOMNOKA3aHUI,
CBSI3aHHBIX C LIUTONICHUEW, MHBIMU KJIMHUYECKUMH CUTyalusaMu [66].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

A0KA3aTeJbCTB — 5)
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4. MeauuuHcKass peadMJIMTANMA M CAHATOPHO-KYPOPTHOe JieYeHue,
MeIMIMHCKHE IOKA3aHUA M NPOTHBOINOKA3AHUS K NPHUMEHEHUIO MeTOJ0B
MEeJULNHCKON peadujJnTanuu, B TOM YHC/JIe¢ OCHOBAHHBIX HA MCIOJIb30BAHUHN

NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

[Togxon x peabunuTanu U AUcCNiaHCcepHOe HaOmronaeHue marueHToB ¢ OMJL. /lucranceproe
HaOIfO/IeHNEe BKJIIOYACT CHUCTEMATUUYECKHE OCMOTPHI M IEJICHANpPaBICHHOE JTa0OpaTopHOe M
WHCTPYMEHTAIIbHOE 00CIieIOBaHNE, HAMPABICHHOE HA OIICHKY CTaTyca PEMUCCHU OCHOBHOTO
3a0071€BaHUs U BO3MOKHBIX OCJIO)KHCHHM, CBSI3aHHBIX C MIEPEHECEHHON MOJIMXUMUOTEPATTHEH.

Cneyuanvhvix memooog peabounumayuu npu OMJI ne cywecmayem.

o Pexomennyercs mpoBeneHHE peaOWIMTAIMM MPU BO3HUKHOBEHHMH OCJIOXKHEHUH TOCIe
3aBepuieHHs nporpammsl Tepanuu OMJI B paMkax cOOTBETCTBYIOIIKUX HO30J10THH [67].
YpoBenb  yOeaurTeqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommeHnTapum: nocne oxonuamus neueHusi pekomeHOyemcs ecmu 300posblii 06pas
HCUBHU, UCKTIOYUMb UHCOTAYUIO U (hu3uomepanesmuyeckue npoyeoypbi.
Ilpu npogedenuu noauxumuomepanuu 803MONCHA KAPOUO-, 2enamo-, Heupo-, Heghpo- u

()pyzaﬂ MOKCUYHOCHb, nocneocmeus Komopoﬁ Mo2cym npoA6IAmMsbCs U noCjlie €€ OKOHYAHUAL.

5. llpopuiiakTuKa U JUCHAHCEPHOE HAOII0IeHNE, MEeIUIMHCKUE MOKA3AHUSA U

NMPOTHUBOIIOKA3aHMA K IPUMECHCHHUIO METOA0B IlpO(l)I/IJIaKTI/IKI/I

Ilepsuunas npogurakmuxa OMJI HegozmodcHa 6 c8A3u ¢ HU3KOU 0A3080U
3a601€6aemMoCcmbio U HEYCMAHOBIEHHLIMU NPUYUHAMU OONE3HU.

IIpogpunaxmuka peyuousa 3a60n1e6anus 0OCHOBAHA HA NOJHOM GbINOJIHEHUU NPOMOKONA
mepanuu nepeou aunuu u evinoanenuu 11'CK u nposedenuu peeyraproco OuHaAMu4eckoeo

Habr00eHus

e PexoMeHayeTcsi B TEUYCHHE TOJACPKHUBAIONICH Tepaluu BBIMIOJHEHUE OOIIETO
(kTmHUYECKOro) aHanu3a kpoBu 1 pa3 B mecsu. [1,3,4,8,25]
YpoBenb yOeaureqabHocTH  pexkoMeHgaumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)
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Pexomenayercsi mocie OKOHYaHMS Te€panmuy HAOIIOJIEHUE BPayOM-T€MAaToJIOroM W/WIH
BpAvYOM-TIEIUATPOM IO MECTY JKUTEIhCTBA C BBIOJIHEHHEM HEOOXOIUMOro o0bema
o0cieIoBaHM cO ClIeyroIIel NEPUOANIHOCTHIO: [ 1]
1. Tlanwmentsl, momyuuBmue amio-1TT'CK, HaOmromgaroTcs COTJIaCHO PEKOMEHIAIUsIM
TPaHCIUIAHTAI[IOHHOTO IIEHTpa.
2. Tlamments! 6e3 amno-TI'CK:
1) oOumii (KIMHUYECKHIA) aHaIU3 KPOBHU C MOJCYETOM JICHKOIMTAapHOH (popmyns |
pa3 B MecsIl iepBbie 3 Mec., 3aTeM 1 pa3 B 6 Mec B TeueHue 5 et
2) MOJEKYJISIPHO-OMOJIOTUYECKOE UCCIICIOBAHNE 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
OKOHYaHUSI XUMUOTEpanuu
3) aHaiu3 KpOBH OMOXMMHUYECKUN OOIIEeTEpaneBTHUECKUI ¢ OLIEHKOH - anbOyMuHa,
AJIT, ACT, JIATI', 6unupyOuHa (00ImIero u mpsiMoro), MOYEBUHBI U KpEeaTHHUHA,
dbepputrHa 1 pa3 B ros1 B TeUeHHUE S JIET
4) OKI u sxokapauorpadus 1 pa3 B rog B TEUCHHE 5 JI€T
5) KT/MPT 30H »SKcTpamMenyJUIIpHBIX OYaroB uepe3 6 Mec. OT OKOHYaHH
XUMHOTEPAIHUU
YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YpoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)
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6. Opranuzanusi OKa3aHus MeJUIMHCKON MOMOIIH

IHoka3zanust AJ1s1 IVIAHOBOM rOCIUTAJIM3ALNM:

1) Ilomo3penme/ycranoBnenue aquarHo3a OJI

2) Huarnocrtuka peunausa OMJI

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:

Heotnoxueie cocrosinus y nanuenToB ¢ OMJI u npu nogo3pennn nva 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

- JIpyrue CHUCTEMHbIe HapylIeHUs, 00yCIOBIEHHbIE TEYEHHUEM OCHOBHOIO 3a00JIeBaHUS
WM Pa3BUBIIUECS BCIIECICTBUE IPOBEICHHOTO JICUCHUS

IMoka3anusi K BHIMKUCKE MAIHEHTA U3 CTAllMOHAPA:

1) BoccTaHoBNeHHe MoKasaTesell mepudepuyueckoil kpou (eikormTsl Gomee 1x10%/m,
rpanynonutsl 6omee 0,5x10°/1, TpomGomutsl Gomee 50x10°/1, remormobun — Gomee 80 r/m)
nociie ouepeHoro kypca XT

2) Hopmotepmuss B TeueHHue 3-5 CYTOK U OTCYTCTBHE HEKOHTPOJIMPYEMBIX
MH(EKIMOHHBIX OCJIOXKHEHHH B MMOCIEKYPCOBOM NEPHUOJE

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)

«MosekyIsipHO-HATIPABJICHHASD> Tepanus

[Tporpecc B u3yueHnn MosekynspHoro natoreneza OMIJI mpuBen K pa3paboTKe HOBBIX
«MOJIEKYJIIPHBIX» IIPENAPATOB, T. €. MOJEKYJI, MCXaHU3M JIEUCTBUS KOTOPBIX CBSA3aH C BIUSIHUEM
Ha OeskH, (PYHKIMS KOTOPBIX U3MEHSETCS B pe3ybTaTe MyTallMM UM TPAHCIOKALUH (TapreTHOe
Bo3aciicTBue). Hampumep, reHeTmueckue W3MEHEHUs NPUBOAAT K MyTalusM B TIEHax,
AaKTUBHMPYIOIMX KacKaJpl TpaHCAyKUUU curHaia (Hanpumep, FLT3, KIT, RAS), K causiHUIO
TCHOB WM MyTalMsM, IPHUBOJAIIMM K IIOBBILICHUIO WM YTHETEHUIO TPAHCKPHUILIMOHHOU
aktTuBHOCTH (Hampumep, PML-RARA, RUNXI-RUNXITI, CBFB-MYHII, CEBPA) umu x
HapylmeHuio (yHKIMK T€HOB, BOBJICUCHHBIX B Iepenady cursana (Hanpumep, NPMI, NUPYS,
NUP). XoTs Ui HEKOTOPBIX IPErapaTroB, NEHCTBYIOIIMX HAa MOJICKYJISIPHOM YpOBHE, W Oblia
nposeMoHcTpupoBana 3ddexkruBHocTh pu OMJI, yxe Ha ctaguu KW Obuto mMOHSATHO, YTO
OONBIIMHCTBO M3 HHUX HEOOXOAMMO HCIIOJb30BaThb B COYETAHMM CO CTaHAAPTHBIMU
IIUTOCTaTUYECKUMHU Tpenaparamu. B Hacrosimee Bpems npoBoautcst 6onbmioe yucino KU mo
u3ydeHno dpdextuBHoctn Tpu OMJI m 0e30macHOCTH TpEnaparoB U3  Pa3IMYHBIX

(dapmaneBTUYECKUX TPYIII.
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Kpurepuu oueHKH KayecTBa MeAUIUHCKON MOMOLIHU

o [Kputepuu KayecTrBa

OuneHka

BbIIIOJTHCHUSA

Y mnanuentra ¢ nogo3peHueM Ha OMIJI unm npu nepBUYHOM

. [mpueme marmenta ¢ OMJI BeimostHEH cOOp kano0, aHaMHE3a U

OLICHKAa 00BEKTHBHOT'O craryca

Ha/Her

Y mamuenta ¢ nopo3peHueM Ha OMIJI wnm mpu nepBUYHOM
npueme maruesTa ¢ OMJI BeimomHeH oOOHMH (KIMHUYECKU )
aHau3 KpoBU ¢ AU PepeHInpOBaHHBIM MOICYETOM JEHKOLUTOB
(meiikouuTapHoi  (OpMyJIBI) M HCCIEIOBAHHUEM  YPOBHS

TPOMOOIIUTOB B KPOBH

Jla/Het

Y namuedta ¢ nogo3peHueM Ha OMIJI  BbIIOJIHEHO
LUTOJIOTUYECKOE  HUCCIIEJOBAaHME Ma3Ka KOCTHOIO  MO3ra
(MHEIOTpaMMBbI) u IUTOXUMHYECKOE HCCJICIOBAHNE

MHUKpOIpernapata KOCTHOIO MO3ra

JNla/Her

Y nanmeHta ¢ nomo3peHueM Ha  OMJI  BeIONHEHO
[MATOTCHETHYECKOE  HMCCJe0BaHWe  (KapuUOTHI)  acluparta

KOCTHOI'O MO3ra

Jla/Het

Y mamuenta ¢ noxo3penueM Ha OMIJI wnm mipu nepBUYHOM
npueme mnanueHta ¢ OMJl  BBIIOTHEH aHAIU3  KPOBH
OMOXMMHUYECKUH O0OlIeTepaneBTUUeCKuil (KpeaTHHHH, OOl

6emnok, oOmmii ounupyoun, JIJII)

Jla/Het

Y mammedta ¢ mnoxo3peHueM Ha OMIJl BeimonHeH 0OmIMH

(KTMHUYECKUI) aHAaTTN3 CIUHHOMO3T'OBOU KHJIKOCTH

Jla/Het

Y naumeHta ¢ noao3peHueM Ha OMIJI  BhINoJsiHEHA

. [penTtrenorpagus oprano rpyanoit kietku w/unu KT opranos

IpyIHON OJIOCTH W/WJIM TOJIOBHOTO MO3ra

Jla/Het

[TameHT ¢ BrepBble AuarHocTUpoBaHHbBIM OMIJI npu Hanmmuuu

BO3MOXHOCTH BKJIFOUYCH B KIIMHUYCCKOC NCCIICJOBAHUC

Jla/Het

Y nanueHTa ¢ BepBble IuarHocTupoBaHHBIM OMJI, KOTOpEIN HE
MOXKET 6BITI> BKIIIOUCH B KIMHHYCCKOC HCCICAOBAHHC, ITOCJIC

3aBCPUICHUA BCCX IUATIHOCTUYCCKHUX Meponpmm/lﬁ IMPOBCACHA

Jla/Het
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WHIAYKIUOHHAA TCPpaIuns

10

Y mamumenta ¢ BepudumupoBanHbiM  OMJI, momydaromniero
TEpanuio BHE PAaMOK KJIMHUYECKUX UCCIEIOBAHUM U JOCTUTIIETO
[IP nocine WHAYKUMOHHOTO JTama Tepalud, BBINOJHEHA

porpaMMa KOHCOJIMAALNUU PEMUCCUN

Jla/Het

11

Y mnammenta c¢ BepuduuupoBanHsiM OMJI, mnomyuaromiero
TEepanuio BHE PAaMOK KJIMHUYECKHUX UCCIEIOBAHUM U JOCTUTIIETO
[IP mocne WHAYKIMOHHOTO JTana TepanuH, MpPOBEICHA
KOHCYJIbTAIMSl B TPAHCIUIAHTAMOHHOM IIEHTPE ISl PEUICHUS
BOIIPOCa O BO3MOXXHOCTH U II€JIECOOOPa3HOCTH BBIMOTHCHHUS

aiu10- T KM/amwo-TI'CK

JNla/Her

12

Y  nmamumeHTa, — NOJYYarOHIero  TEpamuio 1O  TOBOAY
BepuduimpoBanHoro  OMJI  BHe  paMOK  KIMHUYECKHX
MCCIICIOBAHUM, TOCIe OKOHYaHUs | W 2 KypcOB HHAYKIUH
PEMHUCCUU TPOBEICHO IUTOJOTMYECKOE HCCIETOBAHUE Ma3Ka

KOCTHOT'O MO3Tra (MHEJIOrpaMMBbl)

Jla/Her

13

Y  namueHTa, — MOJYYalolIEro  TEpamuid 1O IOBO.Y)
BepupunupoBanHoro  OMJI  BHe  paMOK  KIMHHUYECKUX
I/ICCJIGIIOBaHI/H‘/JI, MOCJIC OKOHYAaHUS KOHCOJIHAAIUU PEMUCCUU
MPOBEJCHO LMTOJOTUYECKOE HCCIEOBAaHUE Ma3Ka KOCTHOTO

MO3Ta (MHEJIOTPaMMBbI)

Jla/Het

14

Y  nmamumeHTa, — MOJIYYarOHIero  TEpamuio 1O  IOBOAY
BepuduimpoBanHoro  OMJI  BHe  paMOK  KIMHUYECKHX
WCCIICIOBAHUM, TOCIE 3aBEPIICHUs BCEM MPOTrpaMMbl TEparvu
[IPOBEACHO LMTOJOTHMYECKOE HCCIEJOBAaHUE Ma3Ka KOCTHOTO

MO3ra (MUEJIOTPaMMBI)

JNla/Her
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IIpunoxenune Al. CocraB padoueii rpynnsl

Macuyan A.A. - 1aM.H., npodeccop, uneH-KoppecnonaeHT PAH, gupekTtop WHCTHTyTa
reMaToJIOTUH, UMMYHOJIOTUU U KJIETOYHBIX TexHosoruii ®I'BY «HMULl AI'OU um. Amutpus
PoraueBa» MunsnpaBa Poccun, mpodeccop kadeapbl reMaToNOrud, OHKOJIOTMH U JIy4€BOM
Tepanuu neauatpudeckoro axynsrera ®I'AOY BO PHUMY um. H.U. [Tuporosa Munsnpasa

Poccun

Macuyan ML.A. - 1.M.H., 3aM. TeHepaJIbHOTO nupekropa 1o Hayke ®I'BY «HMUL ATI'OU um.
Hmutpus PoraueBa» MunsapaBa Poccun, unen Poccuiickoro oOmiectBa AETCKUX OHKOJIOTOB H

TreMaToJIoTroB

HoBuukoBa I'.A. - a.M.H., mpodeccop, HaydHBI PYKOBOAWUTENb, 3aBeAyIOLIUi Kadempoit
reMaToJioru U KietouHbix TexHonorut OI'BY «HMUL AI'OU um. mutpus PoraueBa»
MunsnpaBa Poccum, THaBHBIA BHEIITATHBIA JIETCKUH CHEIUATUCT OHKOJOT/TeMaTOJIOT

Munsapasa Poccun

IMona A.B. — n.m.H., npodeccop PAH, 3aBexyromuii 0T1e7I0M 3MUEMUOIOTHH U UCCIICTIOBAHUS
no3aHuX IPQPEKTOB y NeTel, MepeHecmux OHKoyormueckoe 3adoneBanne DI'BY «HMUI]
JAI'OU um. Hdmutpusi PoraueBa» Mmun3zmpaBa Poccum, mpodeccop kadeapbl mpomneaeBTUKH

nerckux 6onezneit ®I'AOY BO PHUMY um. H.U. [TuporoBa Munsapasa Poccun

Couionosa I'.I'. — K.M.H., 3aMeCTHTEJb IJIABHOTO Bpaya Mo WHpeKuuoHHOMY KoHTpomo PI'BY

«HMMUILL AI'OU um. Amutpus PoraueBa» Munsapaa Poccun

Abammmse 3.A. — Bpay-rematonor OokcupoBaHHoro otaeneHus OI'BY «HMUIL ATOU wum.

HAmutpus Porauesa» Munsapasa Poccun

PymsinueB A.I'., 1.M.H., akageMuk PAH, nayunsiii pykoBoautens ®I'bY «HMUL AT'OU um.
Hmutpust PoraueBa» Munszapasa Poccun, mpodeccop kadenpbl reMaTrosiorud, OHKOJOTHH H
JTy4eBoil Tepamuu neauarpudeckoro ¢akynsreta PIAOY BO PHUMY um. H.U. ITuporosa

Munsapasa Poccun

BanueB T.T. - n.M.H., 3aBeIylOIMi OTIEICHHEM XHMHOTepanuu remodmacto3oB Nel HUU

AO0ul um. JI.A. lypnoBa ®I'BY «HMMU L] onxonoruun um. H.H. broxuna» Munszapasa Poccun
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Kupruzos K.HU., k.m.H., 3am. gupekropa HUN JJOul’ um. JL.A. HypuoBa ®I'BY «HMMUI]

onkoJioruu uM. H.H. bnoxuna» Munsapasa Poccun

Kamununa U.M., k.m.H., Bpau-remarosor ®I'bBY «HMUL] AI'ON um. Imutpus Porauea»

Munsapasa Poccun

KoundaukT mHTepecoB 0TCYTCTBYET
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IIpunoxenune A2. MeronoJiorust pa3padoTki KJIMHUYECKHX PeKOMEHIAUH

Ienepast aviuTopus KINHUYECKHUX PEKOMEHIAIIMIA:

1.

S

Bpauu-gerckue OHKOJIOTH-reMaToI0T!

Bpauu-remaroioruy;

Bpauu-nerckue OHKOJIOTH;

Bpauu-nenuatpsi;

Bpauu-anecTe3nonoru-peaHnMaTosoru;

Bpaun-knnHnyeckue GpapMakoIory.

Metonosorus coopa g10Ka3aTebCTB

MeTo/b1, HCTIONIB30BaHHBIE U1 cOOpa / CeIeKIUHU T0Ka3aTeNbCTB!

[Touck myOnuKanuii B Cieuanu3MpOBaHHBIX EPUOINYECKUX MTEYATHBIX U3IaHUAX;
IHouck B 3JIEKTPOHHBIX 0a3aX JaHHBIX.

ba3bl qaHHBIX, UCTIOJIB30BAHHBIX IS cOOpa / CENEKIIMHU T0Ka3aTeIbCTB:

JlokazatenbHON 0a30M /I PEKOMEHIAIMN  SBISIOTCS MYyOJIMKAIMK, BOIIEAINIAE B
KokpaitHoBckyto 6mbimoteky, 6a3el nanapix PUBMED u MEDLINE. I'my6una nmoucka
coctassuia 30 Jer.

Mertoabl, UCTIOIB30BAHHBIE JIJIsl aHATN3a JOKA3aTeNIbCTB:

. O0630pbI OITyOIMKOBaHHBIX METa-aHAJIN30B;

. Cuctemarnieckue 0030pbl ¢ TAOIUIIAMHU JJOKA3aTEIbCTB.

MeTo/1b1, UCTIONB30BAaHHBIE [JI KAYECTBA U CUJIbI JJOKA3aTENIbCTR:

. Koncencyc skcnepros;

. OneHka 3HaYMMOCTH J0Ka3aTeNIbCTB B COOTBETCTBUU C PEUTHMHIOBOM CXEMOM

JoKazaTenbeTB (Tadn. A2.1-A2.3).

Tadauma A2.1. lIkana oumeHku ypoBHe#l J0cTOBepHOCTH AoKa3ateabcTB (YY) nas

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

Y | PacmudpoBka

1 Cucrematnveckre 0030pbI MCCIEAOBAHUN C KOHTPOJEM pedepeHCHBIM METOJIOM HIIU
CHUCTEMaTHYeCKHii 0030p pPaHIOMU3MPOBAHHBIX KIMHUYECKHX HCCIEJOBAaHUN ¢
IPUMEHEHUEM MeTa-aHajIn3a

2 OTtaenpHbIE HCCIEAOBAHUS C KOHTPOJIEM pEePEpeHCHBIM METOAOM WU OTHAEJIbHbIE

PAHOAOMHU3UPOBAHHBIC KIIMHUYCCKHUEC HCCICIOBAHUA W CUCTCMATUYCCKHUC O630pBI
I/ICCJIGIIOBaHI/Iﬁ J1I000r0 ,umaﬁHa, 3a UCKIIIOYCHUCM PAHIOMU3UPOBAHHLIX KIIMHUYCCKHUX

HCCHGHOBaHHﬁ, C IPUMCHCHUEM METa-aHalIn3a
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3 UccnenoBanust 06e3 MOCIEIOBATENbHOTO KOHTPOJNS pePepeHCHBIM METOA0M WU
UCCIICIOBaHUA C pEePEepeHCHBIM METOJO0M, HE SBISIOMIMMCSA HE3aBUCHUMBIM  OT
UCCIIElyEMOT0 METOJla MM HEPAaHOMU3UPOBAHHBIE CPABHUTEIIBHbBIE HCCIICAOBAHUS, B

TOM YHUCJIE KOT'OPTHBIC UCCIICAOBAHHUA

4 HGCpaBHI/ITGHBHLIe HCCJICAO0BAaHUs, OITMCAHUC KIIMHUYCCKOTO ClIy4das

5 Nmeercs nuibs 060CHOBaHNE MEXaHU3Ma JICHCTBHSI I MHEHHE SKCIIEPTOB

Tadauma A2.2. lllkana oumeHkM ypoBHe#l J0cTOBepHOCTH AoKa3ateabcTB (YY) nas
MeTO/I0B NPOPWIAKTHKH, JiedeHHs, MeJIMUMHCKON peadWIUTAllUM, B TOM 4YHCJIE
OCHOBAHHBIX HA HMCIOJb30BAHUM NMPHUPOIHBIX Je4eOHbIX (PAKTOPOB (MPOPUIAKTHYECKHX,

Jie4eOHbIX, peadMJINTAIMOHHBIX BMEIIATEIbCTB)

YIAA | Pacuunpposka

1 Cuctemarnueckuit 0630p PKU ¢ mpuMeneHneM mera-aHaansa

2 Otnenpapie PKU u cucremarnueckue 0030pbl MCCICAOBAHHWM JIFOOOTO 1u3aiiHa, 3a

uckmouenneM PKU, ¢ npumeneHnem mera-aHannsa

3 HepaHIIOMI/I?;I/IpOBaHHLIC CPaBHUTCJIbHBIC UCCIICAOBAHNs, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHHe HCCIICO0BAaHNUA, OIMMCAHUE KIIMHUYECCKOTO Cliydasa WM CECPpHUU CIIYydacs,

ncciacag0oBaHus ((CJ'Iy‘I&fI-KOHTpOJ'II:»

5 Nmeercss numib 0OOCHOBaHHME MEXaHM3Ma JICHCTBHS BMEIIATEIbCTBA (JOKIMHHUYCCKUC

I/ICCHCILOBB_HI/IH) HJIKM MHCHHC SKCIICPTOB

Tabnmuna A2.3. IlIkajna ouneHkH ypoBHeil yOeauteabHocTH pexkomenpanuili (YYP) nns
MeTOA0B NPOQUIAKTHKH, THATHOCTHKH, JeYeHHs, MeIHIHHCKON peadMJuTAlMH, B TOM
yHcde  OCHOBAHHBIX HA  HMCHOJIb30BAHMM  NPHPOAHBIX  Jie4eOHBIX  (akTOpOB

(MpopMJIAKTHYECKUX, TUATHOCTHYECKHUX, JIeHeOHbIX, PeadMJINTAIMOHHBIX BMEIIATEIbCTB)

YYP Pacumn¢poska

A CunbHas pexkoMeHmanus (Bce paccMaTpUBaeMble KpHUTEPHH S(PPEKTHBHOCTH
(ucXompl) SABISIOTCS BaXXHBIMHM, BC€ MCCIEJOBAHUS HMMEIOT BBICOKOE WIH
YJIOBJIETBOPUTEIBHOE  METOJOJOIMYECKOE  KauyecTBO, HX  BBIBOABI IO

HHTCPCCYIOUIUM UCXOAaM ABJIAIOTCA COFHaCOBaHHBIMI/I)

B VYcnoBHas pekoMeHnanus (He Bce paccMaTpHBaeMble KPUTEPHH 3P (HEKTHBHOCTH
(ucxompl) SIBIAIOTCA BaXXHBIMHM, HE BCE HCCIIEAOBAaHMS HMMEIOT BBICOKOE WU
YJIOBJIETBOPUTEIBHOE METO0JOTUYECKOE KAuyeCTBO W/WIM MX BBIBOJBI IO

HHTCPCCYIOIINM UCXOAaM HE ABJIAKOTCSA COFHaCOBaHHBIMI/I)
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C Cnabast pekoMeHaanus (OTCYTCTBUE MOKA3aTENbCTB HAMJIEKAIIETO KayecTBa (Bce
paccmatpuBaeMble KpUTepUH 3PGEKTUBHOCTH (MCXOJBI) SBIISIOTCS HEBAKHBIMH,
BCE HCCIIEZIOBAHUS UMEIOT HU3KOE METOJOJIOTUYECKOE KaYeCTBO U MX BBIBOJBI 110

HHTCPCCYIOIINM UCXOAaM HE ABJIAIOTCA COFHaCOBaHHBIMI/I)

Iopsaok 00HOBIeHNS KIMHUYECKHX PEeKOMEH/Ialuii.

AKTyanu3amusi MpOBOJUTCS HE PEXEe YEM OJMH pa3 B TPU roja ¢ y4eTOM MOSBUBLICKCS
HOBOW WH(pOPMAIMM O JWAarHOCTHKE W TaKTHKE BEIEHWS MalueHToB, crpamaromux OMIL.
Pemenne 00 oOHoOBiIeHMM mnpuHMMaeT Mun3znpaB Poccunm Ha OCHOBE IpeIOKEHUH,
MPEJICTABICHHBIX MEIUIIMHCKUMH MPO()EeCCHOHATFHBIMA HEKOMMEPUYECKUMHU OpraHU3alUsIMU.
CdopmupoBaHHbIE TPEUIOKEHUS JOHKHBI YYUTHIBATh PE3yJbTaThl KOMIUIEKCHOW OIICHKH
JIEKapCTBEHHBIX MPEMapaToB, MEAUUMHCKUX H3JEIUNA, a TaKKe pe3yJbTaThl KIWHUYECKOH

anpoOaru.
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IIpunoxenne A3. ChnpaBouHble

NOKAa3aHUIl K NPUMEHEHHI0 M NMPOTHBOMOKA3AHUH, CIOCO00B NMPUMEHEHUS] U

1103

JEKAPCTBCHHDBIX

MaTepHuaJIbl,

npenapaTroB  HHCTPYKUMHU

JEKApPCTBCHHOI'0 Ipenmapara

IIpunoxenne A3.1. /luarHocTuyeckue TecTbl W MCCIeI0BaHUs, NPHMeEHseMbIe Y

MalMEeHTOB BlepBble BbisiBJAeHHBIM OMJI

BKJIIO4Yas

1o

ITokazaTenn Hccnenosanus Heob0xonumocTts
IIPOBEJICHUS
HCCIeA0BAHUS
UccnenoBanmst, | Knuanueckuit ananus KpoBH ¢ GopMysnoi Ha
HE0O0X0IMMbIe
AcnupaT KOCTHOTO MO3ra Ha
JUIs
YCTaHOBJIEHHS Tpenanobuoncus ITo nokazanusim
AMarHo3a NmmyHodenoTunupoBanue Ha
[HuToreneTnka Ha
FISH [To nokazanusm
Ckpununr RUNXI-RUNXITI, CBFB-MYHI, | la
PML/RARA wnu apyrux TeHOB
JlromOanbHast MyHKITUS Jla
HeoOxonuMele | AHaMHE3 XKU3HU U 3a00JI€BaHUS Jla
UCCJIEIOBAHUS
Cratyc nmanuenra (no mkatam ECOG/WHO) Ha
110 HaJama
TTCUECHHS Bbuoxumnueckoe ucciaeaoBanue, | Jla
KoaryJjgorpaMmma
TecT Ha 6GepeMEHHOCTh Ha
HLA-TtunupoBanue Ha
TectupoBanue KpoBM Ha Mapkepsl BHpycos | [la
renatutoB B, C; BUY
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Pentrenorpadust opraHoB rpyIHOM KIETKH a

KT opranoB rpyaHoii KJI€TKH, T0JIOBHOr0O Mo3ra | /la

OKT'; DXO-KT Ja

BbrnoGankuHT PexomennareanHo

Myranuu renoB NPM1, CEBPA, FLT3 PexomMmenaTenpHO

Myranuu resoB WT1, RUNXI, MLL, KIT B pamkax uccienopanui
Uccnenosanne | RAS, TP53, TET2, IDHI B pamkax uccrnenoBanuit

MPOTHOCTHUYECK N
Oxcnpeccusi reHoB ERG, MN1, EVII, BAALC B pamkax uccienopanui

UX MapKepoB

Onpenenenne MOb B pamkax uccienoBanui

IIpunoxenne A3.2. Bapuantsl KypcoB xumuoTepanuu npu OMJI

B Poccun TpamunuoHHO MPUMEHSIFOTCS TPOTOKONBI Hemerkou rpynmsl BFM (Berlin-
Frankfurt-Miinster). IIpotokon 1998 roma ucciemoBancs B ['epmanum B TedeHHEe 5 JET, B
HACTOAIIEE BpPEMSI 3TO HCCIEIOBAHUE 3aBEPILICHO, €r0 UTOrM MmoABeAcHBbl. Y 424 manueHToB
OIICHCHBI ypPOBEHb IOCTHIKCHHSI PEMHUCCHH, oO0mIas BbDKMBaeMocTh (overall survival, OS),
OeccoObITHitHAsE BbDKUBaeMocTh (event-free-survival, EFS) u Ge3penunnuBHas BBDKMBAEMOCTb
(relapse-free-survival, RFS). PesyneraTtel nmpuBenens! B Tabiuue 1. TepaneBTuueckas cxema
npuBe/cHa B pasaene «Omucanne JICYCHUsD).

Ta6muma 1. PesynbTaTe! Tepanuu 1o npotokory AML-BFM-98.

Bepositnocts BCB

Hoctrmxenue Beposraocts OB B BepostHocts BPB
R o, B TeueHue 4 Jer, o
pemuccu, % TedeHue 4 net. % o TeueHue 4 net, %
0
Bce mammmenter 90 67 55 61
CrangapTHbIN 91 78 65 71
PUCK
Boicokuii puck 87 55 40 46
BCB - OeccoObiTuifHas BbDKHMBaeMocTh, OB-oOmast BeDKHBaemMocTh, bPB-0e3pernuanBhas
BBDKABAEMOCTb.

Uccnenoanne AML-BFM-98, koTopoe ObUIO NpU3BaHO CPaBHUTH APPEKTHBHOCTH paHHEH

[IECTUHECIIbHON MOCTPEMUCCHOHHON Tepanuy CTaHJApTHBIMH J03aMH  IUTapadmHa™*,
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npeaHu3onona**, Mepkanronypuna**, mukiaodochamuma** um moxcopyburnmuHa** ¢ aByms
“OnmokaMu” BBICOKOZIO3HOTO LUTapaOMHa™*, mokasano, 4yTo MpU OAMHAKOBOW 3(PPEKTUBHOCTH,
4acToTa WH(MEKIIMOHHBIX OCIIOKHEHUU B TPYIIE UTUTEIHLHOW Tepanmuu ObLia BhINIE. B cBsI3u ¢
stuM Tpynna BFM ortkazanace oT 6-HeAenbHON KOHCOJUIAIMK, UCIIOIb30BaBIICHCS B TEUCHHUE
20 set, B MOJIb3y KOPOTKOM BBICOKOI03HOM Tepanuu [39].

B Hacrosiimee Bpemsi B OONBIIMHCTBE KIMHUK P® mpumeHSoTCs MOIU(DUIIUPOBAHHBIE CXEMBI

npotokona BFM 2004 roga [39].

Onucanue jJeYeHusl.

Tepanus mo moaudumpoBaHHoi Bepcun npotokona AML-BFM-98/2004 nmoka3aHa netsM ¢
nepBuuHbiM OMJL, KoTOpble He MOryT OBbITh BKIIOYEHBI B COBPEMEHHBIE KIMHUYECKHE
uccienoBanus. [lanueHTs co BTOpUYHBIM U Oudenotunudeckum OMJI Takxke MoOryT mojaydarh
9TO JICUEHUE, OJHAKO ISl HUX MOXET MOTPeOoBaThCS WHIANBUAYATbHASI KOPPEKIIHS MPOTOKOIA.
MomndununpoBannasa Bepcuss nporokosa AML-BFM-2004 (BeTBb BBICOKOJO03HOM
Tepanun)

XuUMHOTEpaIus, COrJIacHO “OJIOKOBOM™ BETBH ITPOTOKOJIA COCTOUT M3 5 IUKIIOB XUMHUOTEPATTH 1
MOJICP)KUBAIOLIEH Tepanueil MepKanTOMypUHOM™*- eXeJHEeBHO W CTaHJIApPTHBIMHU J103aMU
nuTapabuHa** exemecsgHo. (cxema 1)

Baokn [68, 181, 182].

Nupykuus pemuccun AIE:

Haunnaercs He3aBHCHMO OT HATMYUS JICUKOTIEHUU U TpoMOommuToneHun! ! !

[utapadbun™®* 100 Mr/m2 B cyTku 1HH 1-2 MOCTOSTHHOM HH(Y3UEH

[Hurapadbua** 100 mr/m2 30-mMunyTHOM WMH(]Y3HMe# kaxnaple 12 acoB AHU 3-8 TOCTOSHHOM
nHpy3mein

#Unapyourua** 12 mr/mMm2 B cyrku 4-X uyacoBoil umHQY3uel OHM B TeueHHe 3-X JHEH (B
3aBUCHUMOCTH OT MPEIIMTUCAHHOTO MTPOTOKOJIOM TEPATTHH )

#Oromozun** 150 mr/m2 1-dacoBoii undysueit nuu 6,7,8

[{utapabuH™** UHTpaTEKaILHO B BO3PACTHOM JI03UPOBKE B JICHb | U 8.

HAM20:

YcnoBue Havana Gioka: rpanynonutel > 1000/mki, nerikomutsl > 2000/MKiI, TpOoMOOIIUTHI >

100 000/mKi1
Boicokue 103b1 nurapaduna** 3000 mr/mM2 3-gacoBoit nHdy3uei kaxapie 12 qacoB B qau 1 —

3;
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#MurtokcaHTpoH** 10 Mr/mM2 60-MuHyTHOM MHGY3UEl B 11U 3 U 4;
HuTtapabun** uHTpaTeKkaabHO B BO3PACTHOM JO3UPOBKE B JCHD 1.

Al:

YcnoBue Havana Gioka: rpanynonutel > 1000/mki, nerikomutsl > 2000/MKiI, TpOMOOIUTHI >

100 000/mk

#Llurapadbua™** 500 mr/m2 2-yacoBoii nHGy3uen kaxpie 12 yacoB THU B TeueHue 4 aHel (Bcero
8 1103)

#Unapyouruua** 7 mr/mM2 60-muHyTHON uWHGY3uel B TedeHue 2-X JHEH Bcero 2 03Bl
[{uTapabuH** WHTpaTEKaIHLHO B BO3PACTHOM TIO3UPOBKE B THU 1, 6.

haM:

YcnoBue Havana Gioka: rpanynonutel > 1000/mki, nerikomutsl > 2000/MKiI, TpOMOOIIUTHI >

100 000/mx
#Lurapadbua™** 1000 mr/mM2 3-x yacoBoif uHGy3uell Kaxxasle 12 yacoB AHU B T€UEHHUE 3-X THEH
(Bcero 6 1103)
#Mwutokcantpor** 10 mr/m2 30-muHyTHOM WMH(]Y3HWeH B TeueHue 2-x JIHEHW (Bcero 2 03bI)

[{uTapabuH** HHTpaTEKaIHLHO B BO3PACTHOM TIO3UPOBKE B THU 1, 6.

HAE:

YcnoBue Hayana Gioka: rpanyiaouuTsl > 1000/mx, neiikouutst > 2000/MKi1, TPOMOOIUTHI >
100 000/mx

HuTapabun** 3000 Mr/m2 3-x gacoBoit uHQpy3uei kaxasie 12 yacos auu 1,2,3 (Bcero 6 103)
#2rtomo3un 125 mr/m2 2-yacoBoit undysueit nau 2,3,4,5 (Bcero 4 103b1)

[{utapabuH** WHTpaTEKaILHO B BO3PACTHOM JI03UPOBKE B JICHH 1.

HonnepxkuBarwmas Tepanus:

B mnporokonax rpynnsl BFM mnopmepikuBatomias Tepanus urapabuHoM** mo 40 wmr/m2
MOAKOXHO | pa3 B CyTKM mO 4 OHS KaXJOro MecsAlla MPUMEHSETCS IOCIE BOCCTAHOBIICHUS
reMorno33a MocJie MocjaeAHEro Kypca MHTEHCUBHOW XUMHOTEpAuu 10 UCTeUeHUs 18 MecAleB oT
HayaJa JeYeHHUs.

OngHako JpyrMMH  HMCCIENOBATEIbCKUMH TPYIINAMHU TOCJIE aHAJOTMYHOM HWHTEHCUBHOU
XMMHOTEPAUU HU3KOI03HAs TOJAEPKUBAIONIask Tepamnus He mpuMensieTcs [38].
IIpopunakTka OCJI0KHEHHMH, CBA3AHHBIX C JIETOYHBIM M HepeOpajibHbIM JIEHKOCTA30M

NpH HHULIHMAJIBHOM runepJeiikonuTo3e. J[aHHOE OCIOXHEHHE HaWOosiee XapaKTepHO JUIS
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MAalMeHTOB ¢ BapuaHTamMu M4 u M5 W MHMIMAIBHBIM JIEHKOLIUTO30M OoJiee 50x10%m u ¢
BapuantaMd M1 1 M2 ¢ MHMIMATLHBIM JelKkormuTo3oM >100x10°/1, XOTS MOXKeET pasBUThCA U
IPU CYIIECTBEHHO OoJiee HU3KHMX IMOKa3aTelsax JieiikounTosa. [Tonmymsunio HauBBICIIETO pUCKa
pa3BUTUSI CHHIpPOMa JieMiKOCTa3a COCTaBJSIOT JETH MIIAJIIEr0 BO3pacTa C MOHOIUTAPHBIMHU
cyoBapuantamu OMJI, compoBoXIaeMbIMU KoaryjgonaTueii. B 9Toit Tpynme mnanueHToB
Ha3HAUYEHHUE MOJHBIX 103 IMTO3UH-apaOMHO3MA COIpPSDKEHO C PE3KUM BO3pacTaHHE pPHCKA
JeiiKocTasa, BCJIEACTBHE 3TOrO0 TAaKMM MAlMEHTOB IIOKa3aHO MpOBEAEHHE JeHKoruTadepesa
(ubo 3aMEHHOTO TEpeNMBaHUs Y TAIMEeHTOB 1O 3-X JIETHErO BO3pacra), W/Win
MEAUKAMEHTO3HOW IUTOPEAYKLIUH.

[Mocnenusis MoxkeT BkiIo4YaTh MepkanTonypuH 40 Mr/M2 B CYTKM B COYETAaHHH C
THJIPOKCUMOYEBHHON B 703¢ 1500 MIr/mM2 B CyTKM M Ha3HA4yaTbCs J0 CHUXKCHHUS JICHKOIIMTO3a
Hmwke 50x10%/m.

Onpir HMUIL JITOU cBumerenscTByeT 00 3(PGEKTHBHOCTH NHUTOPEAYKIIMH CHIKCHHBIMU
703aMH  dTOmo3uAa™* u mayHopyOMuumHA** (WiaM [Opyroro aHTpauMKIMHA) O€3 IUTO3MH-
apabunosuna. JayHopyourmn** (22,5 mr/m*/cytku) u sronosua** (50 mr/m?/cyTku) BBOAATCA
TIOCTOSIHHOM MH(Y3Meil 10 TeX Mop, MOKa ypoBeHb JeHKOIMTOB He pocturHeT 50x10°/m, HO He
6omee 3-x cyTok. Jlanee mpoBOAUTCS UHIAYKIUS MUTapaOuHOM™* ¢ mo3amu aHTpanukinHa u VP-
16, U3 KOTOpPBIX BBIYTEHA CyMMapHas J03a O3THUX I[IpernaparoB, IOJy4YeHHBIX Ha (aze
muropenykund. Kpome Toro, Ha TNpOTSHKEHWHM LUTOPEAYKTHBHOM (ha3bl IpHUMEHSETCA
JeKcaMeTa30H™** BHYTpUBEHHO CTpYWHO B n03e 10 Mr/m2 /cytku (pa3aenuth Ha 3 BBeacHHs). B
TEYEHHE BCEr0 Kypca LUTOPEIYKIHH HE CJEIyeT NMPOBOJIUTH 3aMECTUTENbHbIE TpaHchy3uu

SPUTPOILIMTOB, €CIIN YPOBEHBb TeMOTIIOONHA He cHIDKaeTcs Hibke 70 r/m [40].

Bapuanmut kypcoé undykyuu u koncoauoayuu [68, 69, 70, 71, 72, 73, 181, 182]

[Iporpamma [Ipenapatsi

WHTYKITAH/

KOHCOJUAAINH

ADE Hurapabus** 100 mr/m2, B/B 2 pasa B cyTku B 1-10-i aum, Bcero 20 103 B 1

LUK, gajee B 1-8 quu, Bcero 16 no3
Jlaynopyourusa** 50 mr/m?, qau 1,3 u 5

Sronosux 100 Mr/m?, mam 1-5
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AME Iurapabun** 100 mMr/m2, B/B 2 pasa B cyTku B 1-10-i quu, Bcero 20 103
#Mwurtokcantpon™* 12 mr/m2 B/B, a1 1, 3, 5
Orono3un** 100 mr/m2 B/B, nHu 1-5
AIE [urapadbun** 100 mr/m2 B/B 2 pa3a B cyTku B 1-2 muu, Bcero 4 no3si, 120
Mr/mM2 B/B 2 paza B cyTku B 3-8 nuHu (Bcero 12 103)
#Unapyounua** 12 mr/m2 B/B, nau 3, 5, 7
#9T1omo3un** 150 mr/mM2 B/B, nHU 68
HAM30 Hurapabun** 3000 Mr/m2 B/B X 2 pa3a B cyTku 1-3 nHH
#Mwutokcantpor™* 10 mr/m2 B/B 1 pa3 B 1eHb B 4-5 i THU
HiDAC urapabun** 3000 Mr/m2 3-yacoBas B/B uH(Y3Hs X 2 pa3a B A€Hb, 1HU 1-3
FLAI #Dnynapadbun** 30 mr/m2 B/B 30-MunyTHas uadysus 1-5 gau

[urtapadbun** 2000 mr/m2 3-yacoBas B/B uHQy3ust 1 pa3 B 1eHb Yepe3
4 qaca niocne BBefeHus #paynapabuna**, B/ B 1-5 qau
#Unapyouruu®* 12 mr/m2 B/B 10 muHyTHas WH(]Y3HUs MOCae OKOHUYAHUS

#pnynapadbuna** B 1,3,5 nau Kypca

IIporokoa AML-BFM DS 2006

VYV nereit ¢ OMJI, pa3BuBmmuMcs Ha (oHe cuHapoma JlayHa, TOKCHYHOCTH BBICOKHX J03

AHTPAIMKIMHOB B COYETAaHMH C BBICOKMMH J03aMH IUTapabuHa** Topas3mo BHINIC, YeM Yy

IMalfMCHTOB 0e3 CUHApOMA I[ayHa; MO3TOMY OHH HOJIZKHBI IMOJIY4YaTh JICUHCHUC MO CIICHHUAJIBHOMY

npotokoiy (AML-BFM DS 2006) [74].

Cxema 2. O0umii I1aH XUMUOTEpAIUH coriacHo nporokoiay AML-BFM DS 2006.

ML-DS 2006

AIE

Al haM HA

Baoxnu [68, 69, 181, 182]

AIE:
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Iurapaéun** 100 Mr/mM%/cyTKr MocTosSHHOM MH(Y3HeH B TeueHne 1-X U 2-X CYTOK, 3aTeM
Hurapadun** 100 mr/mM2 30-munyTHON HH)Y3UEH kaxabe 12 yacoB B 1HU 3 - §;
#Unapyounun** 8 mr/mM2 60-munyTHON MHOY3HMel kaxiaele 24 yaca B nuM 3, 5, 7 mepen
nuTapaduHOM* *;

#Ironmo3ua** 150 mr/mM2 2-yacoBoit wuHby3uel wuHy3ued B nHU 6-8, 3a 6 YacoB 10
uTapaduHa™**;

InTapabuu™** nHTpaTeKaIbHO B BO3PACTHON JO3UPOBKE B JACHH 1.

Al:

YcnoBue Havana Gioka: rpanynonutel > 1000/mki, nerikomutsl > 2000/MKiI, TpOMOOIIUTHI >

100 000/mx

Hurapadun** 500 mr/M2 /cyTku HempepbIBHON MH(]Y3uel B TeueHue 4 nHei;
#Unapyoumun** 5 mr/m2 60-MunyTHOM MH(Y3UEH B THU 3 U 5;

Hurapadun** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHH (.

haM:

YcnoBue Hayana Gioka: rpanyiaouuTsl > 1000/mx, neiikouutst > 2000/MKi1, TPOMOOIUTHI >

100 000/mKn

#l{utapadbua®** 1000 mr/mM2 3-x yacoBoil mH(Dy3Wel kaxaple 12 yacoB B TedeHHE 3-X AHEH
(Bcero 6 103)

#Murokcantpon** 10 mr/mM2 30-MuHyTHOI HH(]Y3UEH B TeUeHue 2-X AHEH (BCero 2 103bl)
Hurapadun** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHH 0.

HA:

YcnoBue Hayana Gioka: rpanyiaouuTsl > 1000/mx, neikouutst > 2000/MKi1, TPOMOOIUTHI >

100 000/mx

Bricokue 10361 HUTAapaduHa** 3 r/M? 3-uacoBoii nHQy3ueil kaxasie 12 yacos B quu 1-3;

Hurapadun** uHTpaTeKaIbHO B BO3PACTHOM JO3UPOBKE B JIeHH 0.

Mpuaoxenne A3.3. Ilokazanms k amno-TKM/amwio-TI'CK B mnepBoii moJsiHo#i
pemuccun OMJI
Tabmuua 3.3.1. Cunrernueckue nokazanus kK amuio-TKM B mepBoit noiHoit pemuccun OMJI B
3aBUCHUMOCTH OT MOJIEKYJISPHO-T€HETUYECKUX, KIMHMUYECKUX Xapakrepuctuk OMII u pucka

TPAHCIUIAHTAMOHHOMW JIETaIbHOCTH [75]

I'pynma Onpenenenne  rpynimsl | Puck pa3Butus | banbHas OlLEHKa TPOrHO3a

UHTETPUPOB | pUCKa peuuanBa B | JIETAILHOCTH, HE CBSI3aHHOM C
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aQHHOTO 3aBHCHUMOCTH OT | peLUINBOM, KOTOpas
pucka BBITIOJTHEHUS MO3BOJISIET ~ CUMTATh  aJlio-
TI'CK  npeanodtuTenbHbIM
BapHMaHTOM KOHCOJIUAALNU
XT wnm | amio- [IKaja | [IKajga | pUCK
ayTo- TI'CK, |EBMT |HCT- |cmeptn, He
TI'CK, % | % CI CBSI3aHHBIM C
PELUANBOM,
%
Braronpusar | +t(8;21) 1. <20 x 10%/1 | 35-40 15-20 <1 <1 10-15
HBIH +inv16; t(16;16) Bo3pact
1o 35 ner
smyramuss CEBPA (2-
ajuieTbHast)
smyTtamisi  NPM  Ge3
FLT3-ITD mytaunii
«IIP nocne 1-ro kypca
UHAYKIUH
« OrcyrctBue MOb
[Tpomexyrto |<t(8;21) u n. > 20 x|50-55 20-25 <2 <2 <20-25
YHBIN 10°/n
« HopmasnbsHbIi
KapuoTHIl (WM TOTeps
TONBKO X, WIH TOJIBKO
Y XpoMoOcOomBI) C I
<100 x 10°n u npu
noctxennu 1P mocne
1-ro kypca
ITnoxoii « Hemoctmkenne ITP | 70-80 30-40 <34 |<3-4 |<30
nocie l-ro kypca y
MAlUEHTOB W3 TPy
0JIarOMPUSI THOTO u
IIPOMEXYTOUYHOT O
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pHUcKa

- HopmanbHblii
kapuotun u . >100 x
10°/n

+ AHOMAaJTbHBIH
KapuoTHII,
HEOTMCUYCHHBIN B
rpyIre

MIPOMEXKYTOUYHOTO u

O4YeHb IJIOXOT'0
MIPOTHO32
OueHn MOHOCOMHEINI > 90 40-50 <5 <5 <40
IIJI0XO0HN KapuoTHUIl
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IIpunoxenue A3.4. MosekyJsspHO-reHeTHYecKas Kaaccuukanusa OMJI

Ta6muma 3.4.1. European Leukemia Net (ELN) monekymnsipHO-reHETHYECKas KIacCU(UKAIUS

OMJI (2017r.) [25].
Kareropuu pucka MonekynsipHO-TEHETHUECKHUE XapaKTePUCTHKU

brnaronpustHbIA t(8;21)(q22;922.1); RUNXI-RUNXITI

MIPOTHO3 inv(16)(p13.1922) wnm t(16;16)(p13.1;q22); CBFB-MYH11

Mytarmuu NPM1 6e3 FLT3-1TD wim ¢ FLT3-ITD n Hu3KO# aymiensHON
Harpy3kon*

buannensnas myraus CEBPA

[TpomexxyTOUHBIT Mytarmuu NPM1 u FLT3-1TD c BBICOKOM alIeIbHOM HArpy3KOu **
IIPOTHO3 Hukuit Tun rera NPM1 6e3 FLT3-ITD wmu ¢ FLT3-ITD c¢ Hu3koi
QJJIENIEHON HArpy3Ko (MpU OTCYTCTBUU ITUTOTEHETHUYECKUX KPUTEPHEB
HEOIaronpusATHOTO MPOTHO3a)

t(9;11)(p21.3;923.3); MLLT3-KMT2A4d

[{uToreHeTHYECKHE AHOMAIHMH, KOTOPHIE HE OTHOCSTCS K KaTeropuu

6JI8.I‘OHpI/IHTHOI‘O IMPOrHo3a uijm HGGJ’I&FOHpI/IﬂTHOI‘O IMPOTHO3a

HeGmaronpustabrit t(6;9)(p23;q34.1); DEK-NUP214

MIPOTHO3 t(v;11923.3); mepecrpoiiku KMT2A

t(9;22)(q34.1;q11.2); BCR-ABL1

inv(3)(q21.3926.2) unm t(3;3)(q21.3;926.2); GATA2, MECOM(EVII)
-5 or del(5q); -7; -17/abn(17p)

KommnekcHelil kapuoTu

MOHOCOMHBIN KapUOTHUIL

Hukuit t™an rena NPMI1 w FLT3-ITD ¢ BbICOKOH aJlIebHOU
Harpy3Koi**

Mytarmuu RUNXT ***

Myrauuu ASXL1***

Myrauuu TP53

(*) au3kas amtenbHas Harpyska (0,5)
(**) BeICOKas ayenbHast Harpys3ka (>0,5)
(***) ecnum ykasaHHbIE MyTalUHd OOHAPYXHMBAIOT Yy MALMEHTOB C OJIarONpPHUATHBIMU

OUTOICHECTUYCCKUMU aHOMAaJIUsIMU, TO nux 06Hapy>1<eHHe HEC HUMECT 3HaAYMMOCTH.
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IIpunoxenue A3.5. MosieKyJISpHO-TeHETHYEeCKHE MPOTHOCTHYECKHUE

pucka npu OMJI

(paxTopsI

Tabmuua 3.5.1. MonekynsipHO-TeHeTHYeCKhe U KinHudeckue npuszHaku OMJI, pazgensiomue

NaIMEeHTOB Ha OJaronpHuATHYIO U HeOIaronpHusITHYIO IPOTHOCTHYECKHE IPyMIIbI [25]

[{uToreneTnueckue
MoueKysipHbIe MapKephbl Knuanaeckue GaxTopsl
MapKepbl
brnaronpusiTHble MPOTHOCTUYECKUE (DAKTOPBI:
t(15;17), MytupoBanubiii CEBPA (OuannensHas
(t(8;21)(q22;q922); MyTaIus), HeratuBHblE ~ MapKepbl
inv(16)(p13.1q22) nnumytupoBanusii NPM1 6e3 FLT3-ITD nipu IMOb
t(16;16)(p13.1;q22) HOPMaJIbHOM KapUOTHIIE
HeGmaronpusiTHbIE MPOrHOCTUYECKHUE (PAKTOPHI:
Bropuunsiii OMJI
] [ 'unepneikouTo3
inv(3)(q21q26.2) |y BenmueHa skenpeccus Evil;
(3:3)q21:926.2) s (>100x10°/n ans mo6oro
t(3; ; 2); -peapaHXUpPOBKU;
= peap P MO-Bapuant no FAB)
t(9;22), \FLT3-ITD-mytauus;
Oxcrpeccusi CD34  Ha
t(6;9)(p23;q34); \DNMT3A-myTtanus;
. OJIaCTHBIX KIETKaX
t(v;11)(v;q23); C-KIT-mytamus (st t(8;21); inv(16))
DKCTpaMeayJUIsipHbIE
-5 unu del(5q); BAALC->kcnipeccus
nopaxkeHust  (0coOeHHO,
-7; ERG-3kcnipeccust
KOJKa)
abeppammu (17p); \MNI-3kcipeccust
OTCYTCTBUE  PEMHCCUU
KOMIUIEKCHBIA  KapuoTut,|WT1-nonumopduzm
rocie MepBoro Kypca
MOHOCOMHBIN KapuoTun  |BCR-ABL-03UTUBHOCTD
[IepcucreHnrst MapKepoB
MOBb

[punoxenne A 3.6 Jluarnoctrka HHGEKIMOHHBIX OCIOKHEHUN
Taomuma A 3.6

Ha3zBaHue ncciiegoBanus | Kox HMY
Hccnenopanus :xuakoctu BAJI, Tpaxeo-0poHXHAILHOIO acIHpaTa

Mukpockonuueckoe uccie0BaHue JIaBaKHON KHUJIKOCTH A12.09.011

MHUKpPOCKOIIMYECKOE HUCCIIeI0BaHIE OPOHXOATBBEOIIIPHOI JTaBayKHOM KUIAKOCTH Ha TPUOBI (JPOXKIKEBBIC U A26.09.027

MUIICTHAIBHBIC)

MHUKPOCKOTINYECKOE HCClea0BaHNe OPOHX0aTbBEOSIPHON JTaBaKHOM KUIKOCTH Ha MUKOOAKTEepHi A12.09.091

Tybepkynesa (Mycobacterium tuberculosis)

Mukpobuosioruueckoe (KyabTypalbHOE) UCCeI0BaHIEe OPOHX0ATbBEOIIPHOI JTaBaXKHOM )KUAKOCTH Ha IUCThl | A26.09.035

nHeBMonucT (Pneumocystis carinii)

Muxkpobuonoruueckoe (KyIbTypanbHOE) HCCISOBAHNUE JIABAKHON JKUIKOCTH HA adPOOHBIC 1 A26.09.011

(haxyJIbTaTHBHO-aHAPOOHBIE MUKPOOPTAHU3MBI

Muxkpobuosioruueckoe (KyabTypalbHOE) UCCeI0BaHIe OPOHX0ATbBEOIAPHOI JTaBaKHOM KUAKOCTH Ha Tpulsl | A26.09.030

(IpOkIKEBBIC U MULICIHIIBHBIC)
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MorekynsipHO-0HOIOTHYEeCKOe HCCIeA0BaHie OPOHX0aIbBEOIIPHON IaBAXKHOH KUAKOCTH Ha pecriupaTopHo- | A26.09.017
cuHTHIMAIBHBIHA Bupyc (Respiratory Syncytial virus)

MornekynsipHO-0HOIOTHYECKOe UCCIeI0BaHHe OPOHX0aIbBEOIIPHON JTaBaXKHO KUAKOCTH Ha aICHOBUDPYC A26.09.018
(Adenovirus)

MornekynsipHO-OHOIOTHYECKOe HCCIen0BaHIe OPOHX0aTbBEOIIPHON JIaBaXKHO KHUAKOCTH Ha BHPYC I'PHITIA A26.09.019
(Influenza virus)

MorekynsipHO-0HOIOTHYECKOe NCCIeA0BaHIe OPOHX0ATbBEONSIPHON JTaBAKHOM KUAKOCTH Ha A26.09.055
meranHeBMoBupyc (Human Metapneumovirus)

MornekynsipHO-0HOIOTHYECKOe HCCIeA0BaHIEe OPOHX0aIbBEOIIPHON TaBAXKHOH KUAKOCTH Ha BUPYCHI A26.09.056
naparpunmna (Human Parainfluenza virus)

MornexynsipHO-OHOIOTHYECKOe HCCIeT0BaHIe OPOHX0ATBEBEONIIPHON JIaBAKHOH KUAKOCTH HA PUHOBHPYCHI A26.09.057
(Human Rhinovirus)

MorekynsipHO-0HOIOTHYECKOe HCCIeI0BaHIe OPOHX0aIbBEOISIPHON JTaBAXKHO KUAKOCTH Ha OOKaBUPYC A26.09.058
(Human Bocavirus)

MosnekynsapHO-01OIOrHYecKoe HCcCiieJOBaHIEe OPOHX0aIbBEOJIIPHOM TaBAXKHON JKUAKOCTH Ha KOPOHABHPYC A26.09.060
TOPC (SARS-cov)

MorekynsipHO-OHOIOTHYECKOe HCCIeN0BaHIe OPOHX0ATBEBEONIIPHON JTaBAKHOM *kuakocTH Ha Mycoplasma A26.09.062
pneumoniae

MoutekysipHO-0HOJIOrHYeCcKOoe UCCieIoBaHNe OPOHX0aNIbBEOIISIPHOIL TaBaskHOM skuakocT Ha Chlamydophila | A26.09.063
pneumoniae

MosekynspHO-01OIOTHYECKOE UCCIIeI0OBAHNE MOKPOTHI, OPOHX0AIBBEOIAPHON JTABAXKHOM KUIKOCTH Ha A26.09.071
romeranoBupyc (Cytomegalovirus)

MorekynsipHO-OHOIOTHIECKOE HCCIIeN0BAHIE OPOHX0ATBBEOIISIPHON JTaBasKHOM KUIKOCTH, MOKPOTEI, A26.09.072
SHIOTPAaXEaIbHOTO acnupaTta Ha Pneumocystis jirovecii

MorekynsipHO-OH0IOTHYECKOe HCCIeT0BAHIE MOKPOTHI, OPOHX0aIbBEOIIPHON JIaBaYKHOU KUIKOCTU TN A26.09.080
POMBIBHBIX BoJ OponxoB Ha Mycobacterium tuberculosis complex (Muko6akTepun TyOepKyesa)
MosekynspHO-OHOIOTHYECKOE UCCIIeI0OBAHNE MOKPOTHI, OPOHX0AIBBEOIAPHOH JTABAXKHOM KUIKOCTH WIN A26.09.081
MPOMBIBHBIX BOJ OpoHXxoB s auddeperunanyn BugoB Mycobacterium tuberculosis complex

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

Muxkpobuonoruueckoe (KyIbTypanbHOe) HCCIeJOBaHNEe ONONTATA JISTKOTO HA JISTHOHEIUTY ITHCBMOHUH A26.09.008
(Legionella pneumophilia)

Omnpenenenne anTurena Bo3oyurens gernoneuiesa (Legionella/pneumophila) B moue A26.08.010
Omnpenenenne MeTaboauToB rpudoB (rajJakroManHana) B kuaxkoctu bAJI, kposu A26.30.007
VccnepoBaHusl Ma3KOB CO CIU3UCTONH 000JIOYKH POTOTIIOTKH
MortekysipHO-OHOIOTHYECKOe HCCIEI0BAHIE Ma3KOB CO CIM3UCTON 000JI0UKM POTOTIIOTKH Ha BUpycC rpunma | A26.08.038

(Influenza virus)

MosnekynsapHO-OMOIOTHYECKOe UCCIIeIOBAHIE Ma3KOB CO CIM3UCTON 000JI0UKH POTOTIOTKH Ha A26.08.039
pecrupaTopHo-cuHIMTHAIbHBIH BUpyc (Human Respiratory Syncytial virus)

MonekynspHO-01OIOTHYECKOe UCCIIeIOBAHIE Ma3KOB CO CIM3UCTON 000JI0UYKH POTOTIOTKH Ha aACHOBUPYC A26.08.040
(Human Adenovirus)

MonekynsipHO-0HOJIOTHYECKOE HCCIICIOBAHNE MA3KOB CO CIIM3UCTON 000JIOYKH POTOTIIOTKH Ha A26.08.041
meranHeBMoBupyc (Human Metapneumo virus)

MosnekynsapHO-01OIOrMYECKOe UCCIIeJOBAHNE Ma3KOB CO CIM3UCTON 000JI0UKH POTOTIOTKH BUPYCOB A26.08.042
naparpumnna (Human Parainfluenza virus)

MosnekynsapHO-O1OIOTHYECKOe UCCIIeIOBAHIE Ma3KOB CO CIM3UCTON 000JI0UKH POTOTIOTKH HA PUHOBHUPYCHI A26.08.043
(Human Rhino virus)

MortekysipHO-OHOIOTHYeCKOe NCCIEI0BAHIE Ma3KOB CO CIIM3UCTONH 000JI0UKU POTOTIIOTKH Ha OOKaBHUpYC A26.08.044
(Human Bocavirus)

MortekynsipHO-OHOIOTHYIECKOE HCCIIEI0BAHIE MAa3KOB CO CIIM3UCTON 000JIOUKH POTOTJIOTKH Ha KOPOHABHPYC 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,
XapaKkTepU3yIoIeecs: HEKOHTPOJIUPYEeMOi mponudepanueii, HapymeHueM audQepeHIMpOBKH
U HAKOTJIEHUEM B KOCTHOM MO3re U mnepudeprueckoil KpOBU HE3peNbIX I'€MONO3TUYECKUX
KJIETOK

IIpu passutun OMJI mnopaxaroTcs BCe OpraHbl M CHCTEMBI, T.K. 3a00J€BaHHE HOCHT
TeHepaTM30BaHHbIN (pacnpocTpaHeHHBIN) XapakTep. B KiuMHHuYeckoW KapTuHe 3a0o0jeBaHMA
npeo0iafaloT CUHAPOMBI, CBSI3aHHBIE C IPOTPECCUPYIOIIMM HApacTaHUEM KOJIMYECTBa
3JI0KQYECTBEHHBIX KJIETOK B KOCTHOM MO3T€, & TAKXKE€ B IEYCHM, CEIIE3EHKE, TAaK JK€ BO3MOXKHO

nopaxenne [{HC u npyrux opranoB u cucteM. Haunbosee wactoe nposiBieHune 3a00J1eBaHuUs:

1) Jluxopanxa.

[ToBermenne TemmnepaTypsl Tena Boire 38,0C MOXET ObITh TIEPBBIM M €JMHCTBEHHBIM
MPOsIBIICHUEM 3200JICBaHUSI, B CBSI3U C HAJIMYUEM OJIACTHBIX (OMyXOJIEBBIX) KJIETOK,
BBIICTICHUEM WX TPOIYKTOB XU3HEACATCILHOCTH, a TaKXKE B CBSI3U C Pa3BUTHUEM
MH(}EKIIMOHHOTO TIpoiiecca

2) WudexumnoHHbI mporecc (aHTWHA, CTOMATHT, IMMHEBMOHUS W JIp.) pa3BHBAETCs B
CBSI3U C BBHITECHEHHEM OJACTHBIMU KJIETKaMHU KJIETOK HOPMAaJIbHOTO KPOBETBOPEHUS —
TMEHKOIMTOB/HEUTPO(DUIOB, 3alIUINAIONIAX B 3JOPOBOM COCTOSIHHM OpPTaHW3M
pebeHka oT OakTepuaIbHON U TPUOKOBOM MH(EKITNH

3) TI'emopparnueckuii cuHIpPOM (KPOBOTCUCHHMS, IOSBICHUS CHHSAKOB) B CJICICTBUH
BBITECHEHUS OJIACTHBIMHM KJIETKAMH W3 HOPMAaJbHOTO KPOBETBOPEHHUS TPOMOOLUTOB
(KJIETOK OTBETCTBEHHBIX 32 OCTAHOBKY KPOBOTEUEHHMS)

4) Anemuueckuii cuHAPOM (OJEIHOCTH, BSUIOCTH, OBICTpasl YTOMIIIEMOCTh, CIabOCTh),
TaK K€ Pa3BUBACTCS M3 — 32 OTCYTCTBHUS SPUTPOLMTOB (CHUKEHUE TeMOTJIOONHA) B
KOCTHOM Mo3re nanuenta ¢ OMJIL.

5) Boiab B KOCTSX U APYruX NOPAKEHHBIX OPraHax

6) YBenuueHHE pa3MEpOB IEUEHU U CEJIE3EHKH, OSIBICHUE KEITYXU

7) Topaxenue [THC MokeT MposBIATHCS TOJIOBHON 0OOJIBIO, PBOTOM, CYy0POTaMH

Jlyist ycTaHOBIIGHUSI TUarHO3a HEOOXOAUMO BBHIMOTHEHHE OOJIBIIOTO KOJIWYECTBA MCCIEAOBAHUN
KPOBH, MMyHKIIUH KOCTHOTO MO3Ta U JIIOMOATBbHOM MyHKIIUU, PEHTT€HOBCKUX ¥ TOMOTPapUIeCKUX
ucciaenoBanuii. JIyisi TpoOBENEHHMsT XUMHUOTEpAanmuM HEOoOXOJuMa IMOCTAaHOBKA IIEHTPAIBLHOTO

BeHo3Horo katetepa (LIBK), Bo nzbexxanne MHOTOYHMCICHHBIX YKOJIOB B TIEpU(EPUIECKIE 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

TPEeX OCHOBHBIX INpenapaToB: HUTapaOuH** s3Tomo3ma™*, mayHopyOourmu** (#umapyOurun**

WJIM MUTPOKCAHTPOH). 3aTeM MPOBOIUTCS HECKOJIBKO KYpCOB BBICOKOJI03HON XUMUOTEPAIUH.

[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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Hpuioxkenue I'1-I'N. LHHIkajbl oieHKH, BONPOCHUKHU M IPyrHe OLeHOYHbIEe
HHCTPYMEHTBI COCTOSIHUSA MALMEHTA, IPUBEJACHHbIC B KIMHUYECKHX
PEKOMEHIAMSAX.

He npexycmorpeno.
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