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BBEJAEHUE

AKTyanpHOCTh MpoOJieMbl OcTphix Jieliko3oB (OJI) oOycnosiena:
YBEIMYEHHEM YaCTOThI BCTPEYAEMOCTH C KaXKJIbIM I'0JIOM, BHOCAT CYIIECTBEHHBIN
YPOH 37I0pOBbE HAIlMU MO JaHHBIM MCCIEAOBAHUS MPOBEACHHBIX B 184 cTpaHax
mupa [49] u nmpucyTcTBYIOT B chucke Ton-30 B cTpaHax Mupa, rie oOriee
KOJIMYECTBO JIET MOTEPSHO U3-3a 00JIe3HEHN, KpOME CTpaH C HU3KUMU COLIMATILHO-
skoHOMHYecKuMHU uHIekcamu [62]. B Kazaxcrane ¢ 2003 roma mo 2012 rox
3aperucTpupoBaHo 6741 HOBBIX ciaydaeB remMoOsacto3oB [39], 1 mecTo 3aHsn
OCTpBI JIeliKo3 U coctaBual 29,1%. B coBpeMeHHON MeauUMHE JUAarHOCTUKA U
tepanusi OJI ABisieTcsl CIOXKHOW 3agadeil s 3ApaBOOXPAHEHHSI BCEX CTpaH
MHUpa, 0OYCIIOBIICHBI 3JI0KaYE€CTBEHHOCTHIO MYTHPOBAHHBIX OJIACTHBIX KJIETOK,
COMATUYECKUM CTaTyCOM NalUeHTa, HEOOXOJUMOCTbIO MPUMEHEHHS BBICOKHX
7103 XUMHOIIpENnapaToB, TAPreTHONW Teparnuu, TPAHCIUIAaHTAIIMI0 KOCTHOTO MO3ra
(TKM) 1 KOHEUHO MOIITHOCTBIO 37JpaBOOXpaHeHus 3ToM ctpansl [9,10,47].

B nocobue npenocTaBieHbl MOCISAHUE KIAaCCU(PUKAIIMY, THArHOCTUYECKHE
kputepuii OJI 1 TPOTOKOIBI MPOTPAMMHON XUMHOTEPAINIUN MEXTYHAPOIHBIE U
npunsateie B 20231 B PecnyOnuke Kazaxcran. Tak ke, OCBEIIEHBI BOMPOCHI
peanu3anuu TpaHcIuiaHTauu KoctHoro mo3ra (TKM) B3pocibiM manueHTam ¢
OJI B Kazaxcrane.

[lenbt0 MaHHOTO Y4€OHOrO MOCOOUS SIBJSAETCS O3HAKOMUTH U TOIOJIHUTH
3HaHUS PE3UJCHTOB-TEMATOJIOTOB O COBPEMEHHBIX METOJaX JUATHOCTUKH H
tepaiun OJI y B3pocnbix. 3agauu: 1. YraoyOiieHHOE H3ydYe€HHE JTHOJIOTHH,
naroreHesa, naToMopQoJIoruu, KIMHUYECKOW CUMIITOMATUKU B 3aBUCUMOCTH OT
Bapuanta OJI; 2. M3ydenuwe mnociaeAHUX KiIacCUPUKAIMU U COBPEMEHHBIX
METOJIOB AUArHoCTUky; 3. M3ydenue npuHUUNOB U MeTonoB jedyeHus OJI Ha
cerogusHuil neHb; 4. IlpuoOpeTeHnMe ymMeHHWE M HaBBIKOB KPUTHYECKOTO
aHaJIM3a ¥ OLICHKU COBPEMEHHBIX JIOCTHKEHUH B AuarHoctuke u geueruu OJI.

B mocobue mpenocTaBieHbl OMUCAaHUE KIETOK KOCTHOTO MO3ra M KPOBH,
OTUOJIOTUSI, OJMHUJIEMHUOJIOTUS, KIMHUKA W  OCOOCHHOCTH JUArHOCTUKH
(;maGoparopubie, Mopdosorudyeckue, WHCTpyMeHTalbHbie) OJI, ocBemieHsb
noAPpOOHO  COBPEMEHHBIE  METOJBI  JICYCHUS, KypChl  WHIYKIIMOHHBIX,
KOHCOJIMJIAIIMOHHBIX XUMHUOTEPATNH U COTPOBOIUTENHHOTO JiedueHus1. OcoOeHHO,
OCBEIIEHbI BOIMPOCH TEXHUKH TPAHCIUIAHTAIMU KOCTHOTO MO3Ta, KpPUTEpPUid
NPYKUBJICHHS, TPO(QUIAKTHKA, JUATHOCTUKA M JICUCHWE PAHHUX W IO3THUX
ocnoxxkHenui TKM.

YuebHoe mocobue mpeaHa3HAuYeHO pe3uAeHTaM — TreMarojioram Jyis
YIYUIIEHUs] 3HAHUS ISl pelIeHUs JAUArHOCTUYECKHE W JieueOHble 3ajadyul y
noctenu 6osbHOTO ¢ OJI.

OOyuatomuiicst mpoOpeTaeT HaBbIKK NUarHOCTUKHU U eueHust OJI B pamkax
nuciuIIimHel - «l'emMaronoruss B cTanoHape» M «AMOyIaTOpHO-
MOJIMKJIMHAYECKAsi TeMaTOJIOTHs» TI0 MpoTrpaMMe pe3usIeHTypbl «I eMatonorus
B3pOCasy.



I'JTIABA |. KNIETKX KOCTHOI'O MO3I'A. KVIETKHX KPOBHU

1. KieTkn KOCTHOTO M0O3ra

KposerBopenue (remornons) — 3To npoiecc 00pa3oBaHUs U pa3BUTHUS KIETOK
KpoBHU B KocTHOM Mo3re (KM). DTanbl KpoBeTBOpEHUS ACNATCS Ha:

*  DOMOpHOHAJIBHBIA - KOTOPBIM HAYMHAETCS HA PAHHUX CTAAUSIX Pa3BUTHUSA
3apoplllia U MPUBOJIUT K 00pa30BaHUIO TeMOII033a

* IlocToMOpHOHAJIBHBIA - KOTOpPBIA OOECHEYMBAET JKU3HEACSATEIBHOCTD
opranm3ma 3a cyeT (YHKIMOHUPOBAHMS KIETOK KpOBH, HMX THOENH U
o0pa30BaHUS HOBBIX KJIETOK.

VY sMmOpuona yenoBeka KM 3akiiagpiBaeTcsi K KOHIy 3 Mecdla, KIETKH
IUMQPOUTHOTO psila CHHTE3UPYIOTCS K 4 Mecdlly, TpaHyJIOIUTapHBIM,
SPUTPOUIHBIA U MEraKapUOLUMTAPHbIE POCTKH MOSBIIAIOTCS C MATOrO Mecsua. Y
IU10/ia B IEPBOM U BTOPOM TPUMECTPE OEPEMEHHOCTH KIJIETKU KPOBU 00pa3yroTCs
B [ICYEHU U CEJIE3ECHKE.

[TocTaMOproHAJIBHOE KPOBETBOPEHUE OOECIIEUMBAET CUHTE3 (DOPMEHHBIX
aneMeHTOB KpoBU. B KM cyiecTByroT MUKPOOKPYKEHHE, KOTOPOE C ITOMOILBIO
POCTOBBIX (PAKTOPOB — LIUTOKUHOB CITIOCOOCTBYET CUHTE3Y KIJIETOK APUTPOUTHOIO,
I'PaHyJIOUATAPHOTO ¥ METaKapUOLMTAPHOIO POCTKOB. Y YEJIOBEKA KAXK/bIN JICHb
perenepupyetcst okoio 100 MwimuapaoB Ki1eTok nepudepuyeckoit kposu. KM
coctoutT: 60% - rpaHyJIOUUTHI U HMX KJIETKM — nOpeamecTBeHHUlpl, 20% -
SPUTPOUIHBIE KIETKH M MX npeamecTBeHHUbl, 10% - mumdounaHbie KIETKH U
MOHOLIMTHI, ocTalibHbIE 10% - 3TO HenudPpepeHIPOBaHHbBIE U PA3PYLIAIOIIHECS
KJIETKH.

OpUTPOLUTHI, TPaHYJOLUUTHI W TpoMOOUMTHl oOpasytorcss B KM,
auMdorutel — B KM, cenezenke u tumyce (auM@onuTonoss), MoHOIUTH B KM
(MoHOLMTOMNO33). Bce KIETKM KpPOBH HUMEIOT OJHY pOJOHAYAIbHUILY —
remonodTrueckasi ctBosioBas kierka (I'KC). PaznuuaroT Tpu OCHOBHBIX Kilacca
KJIETOK - PEIIECTBEHHULL:

I kacc — cTBONOBBIE KPOBETBOPHBIE KIIETKH;
IT xmacc - KJIeTKU MpeAnecTBeHHUIIBI MUETIO- U TUM(OTI033a,;
IIT xyracc - yHUIIOTEHTHBIE KJIIETKH - TIPEAIICCTBCHHUIIBI.

KpoBeTBopHast ~ TkKaHb  TMOCTOSIHHO  OOHOBJSIETCS,  OTHOCUTCS K
yacToensaumMcst  kietkam. KIleTKM KpoBHM MO CTPYKType pas3iuyHble WU
BBIIIOJIHAIOT ~ MHOXXECTBEHHBbIE  (YHKUMH,  OOECHeuuBarOUIMe  caMble
pa3zHo00pa3Hbie OMOJIOTMYECKUE MPOLIECCHI, TEPEHOCAT KUCIOPOI, YTIECKUCIIbIN
ra3z, Oeyku, oOecleunBalOT reMocras, (aroumtro3, UMMYHHUTET, 3alldTa OT
BO30OyAUTENEH U T.A.

Kparkas ncropus

B 1907-1909 rr. pyccKMM THCTOJIOrOM-IIUTONIOrOM MaKCHMOBBIM
IIPEIOKEHA YHUTapHasi Teopus KpoBeTBopeHus. Koropas siBisieTcs Benyliei
TEOpHE M B OCHOBE TIEMONO33a JIEKUT OJIHA EIWHCTBEHHAs KJIETKa —
reMOINO3TUYECKAsE CTBOJIOBAasl KJIETKA, Jamllas Hayalo BCEM pPOCTKam
KPOBETBOPHOM TKaHU (CBOMCTBO MOJHUIIOTEHTHOCTH). B 1973 r Ha ocHOBaHMH
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3TOM Teopun pa3paboraHa cxema kpoBerBopenus M.JL.UeptkoBa
A.N.BopoObeBa [3] (pucyHok 1).

Pucynok 1 - Cxema HOpMAJIbHOTO KPOBETBOPEHUST ™
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Breigensaror 6 Ki1accosB:
1. I KJI1accC: ITOJIUIIOTCHTHBIC KIJICTKU — Hpe)IIHCCTBeHHI/IHBI,

TE€MOIOATUYECKHUE CTBOJIOBBIC KIeTKH. OHU crtocoOHBI Tu(dhepeHIupoBaTHCS O
BCEM POCTKaM KPOBETBOPECHUS;

2. I kmacc: 4yaCTUYHO JACTEPMUHUPOBAHHBIC MOJUIMOTCHTHBIE KJIETKA —
npenamecTBeHHUIIbl. OHU AENATCS Ha MUETIOT03 U TUM(DOTI033;

3. III kmacc: yHUITOTEHTHBIC KICTKH — MPEAIIeCTBeHHUIBI. OHU CITOCOOHBI
Kk nponudepannu U auddepeHimpopke. JlaHHBIE KIETKA OTJIMYAIOTCS OT
MOJIUTIOTEHTHBIX KJIETOK TeM, YTO MOTYT Tu(PepeHIINPOBATHCS TOJIBKO B OJHOM
HaIpaBJICHUH, TAK)KE HA YPOBHE WX MPOUCXOIUT OCHOBHAS KOJIMYECTBEHHAS
perymsius Temornio’3a. B muenougHoMm psge  auddepeHmupyores 6
KOJIOHMEOOPA3yIOIINX CIWHMI], KJICTKW TMPEAIICCTBEHHUIIBI — MOHOIIUTOB,
0a3zodumioB, 303MHOPUIOB, HEUTPOPHUIOB, IPUTPOLUTOB U TPOMOOIUTOB. B

TUMGOUIHOM psifie 2 KOJIOHUEOOpa3yIoIUX eAMHUIL, KIETKH MPeIIIEeCTBEHHULIBI
B-numpouuntoB u T-numdouutos (pucyHox 1).

*

PucyHok B3T U3:
https://nsau.edu.ru/images/vetfac/images/ebooks/histology/histology/r5/t20.html
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4. 1V xnacc. Knerku IV knacca Mopgonorndecku y3HaBa€Mble U aKTUBHO
JeNsIMecs: KJISTKA UM Ha3bIBatoTCsl Onactamu. OHM JTalOT HAYajao OTACJIbHBIM 6
psAaaM MUEJIOUIHOTO POCTKA U 2 psiiaM JTUM(OUTHOTO pOCTKA.

5. V Kiacc — mpoMeXXyTOYHBIC (CO3PEBAIOIINE) KICTKH.

6. VI xnacc —3T0 co3peBiIne KIEeTKH, KOTOPbIE B OCIEAYIOIIEM BBIXOASAT
B Nepu(eprUIECKyIO KPOBb.

Knerku npemmectBennuisl |, Il u Il xmaccoB Mopdonornuecku He
pacmo3HaroTCs, He WASHTU(UIUPYIOTCS M MOTYT BCTpeUaThCsa B 2X dopmax: B
BU/JIC OJJACTHBIX KJIETOK U TUM(DOIIUTOTION00HBIX. HaxomsTcst B KpaCHOM KOCTHOM
Mo3ry. Bece kimeTku mpeaecTBEHHUIIBI TTOX0KH Ha MaJible TUMQOIUTHI, IPYT OT
apyra MOp(}OJOTHYECKH HE OTIUYAOTCSA, a OTIMYAITCSd TOJIBKO TI0
MOBEPXHOCTHBIM aHTHTeHaM. CmocoOHBI 00pa30BBHIBATH KOJIOHWH, TOITOMY
UCIIOJIB3YyeTCsl 0003HAUCHHUE - KOJIOHHEeOOpasyromue equHuibl. OHu 001a1at0T
CIIOCOOHOCTBIO K CaMO TOJIJIEP KaHHIO!

1. 9acTh JOYEPHUX KIETOK MOJHOCTHIO UJICHTUYHA MATEPUHCKUM;
2. BTOpas 4acTh MOTYT AuddepeHIpoBaThCs, T.€. MPEeBpalIaThCs B KIETKU
MOCJIETYIOIINX KJIACCOB.

Knacc I: cTBOJIOBBIE KIIETKH KPOBU

Knerkn 1 xmacca 0003HAuYalOTCsl Kak «TE€MOIOATHYECKHUE CTBOJIOBBIE
KJIETKH» W B OCHOBHOM HaxXxOJsTCS B KOCTHOM Mosre. OTiMyaroTcs
MOP(OJIOTUYECKOW HE Pacro3HaBaeMOCTBIO, MX BHJIHO B MHKPOCKOII, HO HE
y3HaBaeMbI€, Y HUX BBICOKAs, HO OTpaHUYCHHAS CIIOCOOHOCTH K MPOIHQeparim
COOCTBEHHOU TOMYJIAIMH. SIBISIOTCS MOJUIIOTEHTHBIMU: MOTYT JaBaTh HAYaJIO
BceM (OPMEHHBIM JJIEMEHTaM KpOBH. MOpP(HOIOTHYECKH OHU TIO-TIPEKHEMY
BBITJIAIAT KaK TMPUMUTHBHAs ONacTHAas KJIETKA W COXpaHSAET CIOCOOHOCTH
pou3BOANTh KiIeTkH Bcex nuHui [2]. ['CK MoxeT mpoayrupoBaTh OrpOMHOE
KOJIMYECTBO KpoBeTBOpHBIX KieToK. s Bcex CK remormonsa xapakTepHo, 4TO
OHH MOTYT IIUPKYJIMPOBATH B OPTaHU3ME C BBIXOJIOM B KPOBb, B TUMYC, CEI€3EHKY
¥ BO3BpaIaThCs 00paTHO B KOCTHBINA MO3T.

['CK npu TpaHCIUTaHTalMK CIOCOOHA BOCCTAHOBUTH BeCh Temornod3! Uucio
Bcex I'CK y yenoeka (myn) — 40 000 (0,01 % Bcex KapuOIUTOB KOCTHOT'O MO3Ta),
yncao uctuHHBIX I'CK cocraBnseT 0,001 %. B kocTHOM MO3re uenoBeka B 1 1eHb
npoxyuupyerces 2x10 knerok (300 1)! U npu stom paboTaer Beero 5 % myna
I'CK (Haxoaarcst B MUTO3€).

BaxHyto poip B CHHTE3¢ KJICTOK HWIrpacT  T'eMOTOITHYECKOE

MUKPOOKPY>KEHHUE - €CIU CTBOJOBYIO KJIETKY TIOMECTUTh B MPOCTYIO
NUTATENbHYIO CpeAy, NOTMOHYT 0e3 nuddepeHupoBKy uiu neneHus. YtoOsl,
MOJJIEP>KUBATh npoiiecc reéMOIIO3TUYECKOTO CaMOOOHOBJIEHUS U

mupdepenmmpoBkrn, ['CK W WX TOTOMCTBO JOJKHBI HAXOTUTHCA B
HEIMOCPEICTBEHHON OJIM30CTH OT HE TEMOIOATHYECKUX ME3EHXMUMHBIX KIIETOK,
KOTOpbIE HA3bIBAIOTCS CTpOMajbHBbIE KIETKH. [l0 WMMyHO(DEHOTHUIHUYECKOM
XapaKTEPUCTHKE CTBOJIOBBIEC KJIeTKH MapkupyroTcs kak CD34+. I'CK criocoOHbI
nenutcst 1o 100 pa3 mpu cBoe KU3HU, TAKUM 00pa30M CaMOTIOIIEPKUBAIOTCS.
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CTBOJIOBBIE KJIETKH YCHJIMBAIOT MHTPAIMI0 TPU CTPECCOBBIX CHUTYaIUsX,
HaIpuMep, TUIIOKCUH, BO3JICHCTBUS paaualiii, XMMUOIIPENapaToB U ApyTHe.
Knacc II: momycTBOJIOBBIEC KIETKH

MynbTUNIOTEHTHAS TTOJIYCTBOJIOBASI KIETKA ACIIUTCS:

1. Tloxg Bo3aeiicTBUEM JUMGONOITUHA, KOJIOHHUECTUMYIUPYIOIIETO
dakropa (KC®D) Ha kiIeTKy npeecTBEHHUIY JIUMQOII033a.

2. Tlon Bmustauem KC®, untepneiikunos (MJI) WI-1, UJI-3, NJI-6, na
KJIETKY MIPEAIIECTBEHHUIY MUEION033a.

JanpHenmee pasputhe Kietok Il kilacca mpoMCXOAUT IMOJ BIMSIHUEM
CHEHATBHBIX (PAKTOPOB — JICHKOMOATHHA, SPUTPONOITUHA, TpoMOOTIodTHHA. OT
I'CK oHM OTIMYAIOTCS TEM, YTO BO3MOKHOCTH JaJbHEHIIMX MPEBPAIICHHIA
orpanndeHa. OT MOCHENYIOIUX K€ KJIETOK OHHU OTJIMYAKOTCS TEM, YTO eIl
COXPaHSAIOT BO3MOXKHOCTh JU(PPEPEHIINPOBATHCS HE IO OAHOMY, a TI0 IBYM WJIH
Ooznee pa3nUyHBIM HamnpaBieHUsAM. [lolycTBOJIOBBIE KIETKHM TNPUOOPETAIOT
YyBCTBUTEIBHOCTh K PETyJIATOpaM TIEeMOI033a, KOTOPbIE M ONpPEIEISIOT
HarpaBieHue 1udhepeHIuPOBKY.

Kitacc III: yHUTIOTEHTHBIE KIIETKU

YHUNOTEHTHBIE KJIETKM MOTYT pPa3BUBATbCA TOJBKO IO OJHOMY
HanpasyieHut0. OHM YHUIIOTEHTHBIE, PaclO3HAaBa€Mbl€, AKTUBHO JEJSIINECS,
KOPOTKOXKMBYIIHE KIeTKU. VX pa3zpactanuio u 1uddepeHIupoBKY PEryIupyoT
IIUTOKHHBI M «CHEIHATEHBIE» TeMOTOATHHBI.

* B umdougHOoM psae  KIEeTKa  MpealIeCTBEHHHIA  |-TUMQOIUTOB
perynmupyercss  T-nmuM@OmO3THHOM U  KIETKa TMpeAliecTBeHHUIa B-
TUMGOITUTOB KOHTpOIupyeTcs B-mumdonodTurOM.

» KieTku MueaougHoro psja — KOJIOHUEOOpa3upyrouiie KIEeTKH 303UHO(UIIOB,
06a30¢uI0B, HEUTPOPUIOB, SPUTPOIUTOB, TPOMOOIIMTOB U MOHOIIUTOB
obo3nauarorcss KOE-Do, KOE-b, KOE-I', KOE-D, KOE-Mer u KOE-M,
COOTBETCTBEHHO.

Knacc IV: 6macter

Knerku IV knacca — 01acThl, SBISIOTCA KpallHUMU MpoJid(eprupyrommumMu
KJIEeTKaMl  remMomnos3a.  Mwueno0nacTsl,  MOHOOJNACTBI,  3PUTPOOIACTHI,
Merakapuo0aacTsl, TMM(00IaCThl HACHTUPUIUPYIOTCS 10 MOP(POTOTUYECKUM U
THCTOXUMUYECKUM XapakTepucThukaM. OTINYaloTcs OT MPEABLAYIINX KIETOK
O0JBIIMM pazMepoM, 00sIee CBETIIBIM SIIPOM U CBETIIOH 1uToruiasmoii. Ho, Mmexay
coboit OnactHble kieTku (Bkiatouas B- m T-mumpobmacte) Mopdomoruuecku
MOYTH HEPAZTUINMBI.

Knerku kitacca V: co3zpeBaromue KIeTKu

V Kjacc reMono3THUYECKUX KIETOK TaK € Ha3bIBAIOT MPOMEXYTOUHBIMU
KJIETKaMu. V KJIacc IO CO3PEBaHMIO pacipeiensieTcss TaKuM 00pa3oMm:

* Ha MHEJIOWIHBIN PAI: TMPOMUETOUUTHI, MHETOUUTHI, METaMHUEIOIHUTHI,

MAJOYKOSIIEPHBIE HEUTPOPHIIHI;

* Ha JuMmbouaHslii pax — T-nponmumdouuTsl, B-npomumdouuTsl,

MPOTIa3MOIINTHI;
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* Ha SPUTPOUTHBIN PsiT — MPOIPUTPOOIACTHI, 6a30(PHITBHBIE SPUTPOOTACTHI,
MOJIUXPOMATODUITLHBIE PUTPOOIIACTHI, OKCU(DUITBHBIC HOPMOIIUTHI,
PETUKYJIOLMTHI;

* Ha MErakapUOLMTAPHBIN Pl - IPOMETaKaAPUOIUTHI U METaKAPUOITUTHI.

Knerku knacca VI: 3penbie kneTku
Knerku VI kmacca — 3TO 3penbie KJIETKH, KOTOpPhle M3 KOCTHOTO MO3ra
BBIXOJISIT B MepU(PepruyecKyro KpOBb: IPUTPOLUTHI, TPOMOOLUTHI, JEHKOIUTHI
(6a3o0¢ubl, 203MHOGUITBI, HEUTPODUITBI, MOHOIIUTHI, TUM(OIIUTHI).

2. Kiietku KpoBH

Kpoer (haema) — 3710 clio)kHass OHWOJIOTHYECKas cpeia, COCTOSIIas W3
KUAKOW dacth (TuiasmMbl) W (OPMEHHBIX OJEMEHTOB. KieTku KpoBu
CHUHTE3UPYIOTCSI B KOCTHOM MO3T€, CO3PEBIITUE KPOBSHBIC dJIEMEHTHI BHIXOMIAT B
KPOBEHOCHBIE COCYJIbl U IUPKYJIUPYs NPeObIBa€T B IMOCTOSHHOM JIBM)KCHHHU.
KpoBb mepeHOCUT Ba)kHbIE KOMIIOHEHTHI i (YHKIIMOHUPOBAHUS OPraHOB U
TKaHEl W BBIBOJAUT KOHEYHBIE MPOAYKTHI MeTaboiam3Ma. DU3MKO-XUMHUYECKUE
CBOIMCTBA M COCTaB BHYTPEHHEH Cpejbl HAIIEro OpraHu3Ma MOCTOSHHA U
Ha3bIBAETCS roMeocTa3. Perysius romeocTasa OCyIIeCTBISETCS HIOKPUHHOM
U HepBHOU cucteMamu. [Ipekpalienne MUpKyJIsiud KPOBH MO COCYIaM MPUBOJUT
K THOeNId OpraHu3ma.

OO611ee K0JIMYECTBO KPOBH Y HOBOPOXKICHHBIX cocTaBisieT 14% Macchl Tena,
y B3pOCIbIX — 7% Macchl Tena.

OyHKINU KPOBHU:

1. TparcopTHass — TEPEHOC PA3JIMYHBIX BEIICCTB (Ta3bl, MUTATCIHHBIC
BEILIECTBA, TOPMOHBI U JIP.);

2. 'omeoctatnyeckass — obOecreyeHHe TOCTOSHCTBA BHYTPEHHEH Cpesbl
(KUCTIOTHO-TIEIOYHOE, OCMOTHYECKOE PABHOBECHE, BOJHBIM OallaHC TKAaHEBBIX
KUJKOCTEH);

3. 3ammTHas — HEWTpanu3alus AaHTHUTeHOB  CHEHU(PUYSCKUMU U
HecnenupuuecKuMu MEXaHU3MaMU;

4. Tepmoperynupyroriasi.

KpoBb coctoutr u3 mnasmel 52-60% u dopmenasix smeMmeHToB 40-48%
(pucynoxk 2). ITnazma coctout 90% u3 Boasr u 10% u3 cyxoro ocratka (6enkw,
JKUPBI, YTJIEBOJbI, BUTAMHUHBI, TOPMOHBI, (P€PMEHTBI, MPOAYKTHI oOMeHa). K
(GOPMEHHBIM 3JIEMEHTAM OTHOCSTCS SPUTPOIUTHI, JCHKOIUTHI U TPOMOOITUTHI.
OnHu B opranu3Me 4eaoBeKa BBITIOJHSIOT )KM3HCHHO BaXKHBIC (DYHKITUH.

Ipumpoyumawi

DpUTPOLHUTHI — 3TO KpacHbIE KpPOBSIHBIE TENbIIA,
BBICOKOCTICITUATM3UPOBAHHBIC OC3bAACPHBIC KICTKH. Y HHUX HET slep, TaKk Kak
MCYE3al0T MPHU MPOLECCE CO3PEBAHUS.

dopma IpUTPOIIUTOB B BUJE JBOSKOBOTHYTOTO JUCKA W TMOJJICPKUBACTCS
CTAOMIIM3UPYIOMUM OEITKOM MEMOPAHBI CIEKTPHUHOM.
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Pucynok 2 - CocraB kpoBu™

DopmeHHbIe
Mnasma 3NEeMEeHTbI

“ Cyxoit ocTarok I SpUTPOUMTHI | | TpomGouuTs! |
OpraHuueckue
=

Katuombl: | | AHMOHbI: Miokosa 3epHucTsie HesepHucTsie
Na* ClI- (rpanynoumTs!) (arpasynounTs)

K* S042-

Ca2* _ ‘
MmoGynuHbl M2+ HCO3 MouesnHa
9 HPO,42-
Opranuyeckue
KMCNOTbI

HopwmanbHelii pazmep spuTponuTa cocTaBisier 7,5—8,3 MKM, HOPMOLIUTBI =
7-8 MKM, Y MUKPOITUTOB JHAMETpP POBEH =4-6 MKM, Y MaKpOLUTOB JUaMETP>8
MKM (PUCYHOK 3).

Bazodunst
3o3uHodunbl
Heirpodunst
NumdoumTel

MoHOuUTLE

Pucynox 3 - JlerenepatuBHble (p)OPMbI IPUTPOLUTOB™*

. HAereHepaTuBHbIe POPMbI 3pUTPOLNTOB

WM3OUMUT _.,;%/’/*/I'enbua remHua

P
S e - Komnbula

=S . MMKPOUMT Kebota
-

rUNOXPOMHBIIA

A
i

MMULIeHEeBUaHLIA e b e CepnoBMaHbLIA
oBanoumT 3PUTPOLIUT.
7 (7-8mKm) M{Kpoctpepouwr
.
™

S

_, . o _
i ; rUMnepxXpoMHbLINA
P S
> .v./'/ \
2 GasodunsHan . =
3epHMUCTOCThL RS

MeranoumT s

Pucynku B3sTHI U3:
* https://www.grandars.ru/college/medicina/fiziologiya-krovi.html
** https://myslide.ru/presentation/skachat-patologiya-krovi#group-8
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OyHKIMU S3PUTPOLIUTOB:

e lNazooOmeH. JluckooOpaszHast ¢dopMa SPUTPOLMTOB CHOCOOCTBYET HMMETH
OOJIBIIIYIO TTOBEPXHOCTh MeMOpaHbl /il 1uddy3uu ra3oB. ['1aBHas QyHKIUS
APUTPOIUTOB — MEPEHOC KUCIOPO/Ia U YIIIEKUCIIOTO rasa.

* TpancnopTUpoBKa UMMYHOTJIOOYJIMHOB, OEIKOB, OMOJIOTHYECKUM aKTUBHBIX
BEIIECTB, TOPMOHOB U JIp Ha CBOEH MOBEPXHOCTH.

* DpuTpouuThl Ojarogaps JUcKooOpa3Hou popMe ITIACTUYHBI, TO3TOMY MOTYT
nehopMUpOBaTBCST M JIETKO  MPOXOJUTH IO  MEJIKUM  KaluUIsIpaM.
[TaTonoruueckue, U3MEHEHHBIE U CTAPbIE SPUTPOLIUTHI TEPSIOT IIIACTUYHOCTD,
B CB3M C YEeM B PETUKYJIOIHAOTEIUATBHOM CHUCTEME CEJIe3E€HKU
3aJIeP>KUBAIOTCS U PA3PyIIAIOTCS.

* Tlonnepxusatot 6yhepHOro, HOHHO-BOJHOTO PaBHOBECHSI.

* Boigenstor sputTpouuTapHbie  (DaKTOphI KOAryJSIIMOHHOTO TeMocTa3a u
Y4acTBYIOT B 00Opa30BaHUU TPOMOOB.

* Ha cBoeli meMOpaHe TpaHCHOPTUPYIOT TMpoTeMHOB. Ha moBepxHOCTH
SPUTPOLIUTOB MOTYT Haxoauthcsi 10 52% Oenka. A, TJIUKONPOTEHUHBI
OTIPEETSIOT TPYIIIBI KPOBH U PE3YC MPUHAICKHOCTD.

* Y4acTBYHOT B MUMMYHHOM 3aIlIUTE.

* OCHOBHYIO MacCy 3PUTPOIIUTOB COCTABIISICT XEMOIIPOTEUH - TEMOTJIOOUH.

* B ospurpouutax coaepxarcsa QepmMeHThl KapOoaHruapasza, (ocdarasbi,
XOJMHACTEpas3a u Ipyrue.

I'emoznoboun
['emorno6un — 310 XpomomnpoTend. lluTtomnasma sputpouuta Ha 96%

3arojHeHa remoriaoouHoM. ObecnieunBaeT TpancnopT Oz U3 aabBEOJ JIETKUX K

TKaHsaM, ki1eTkaM U CO; OT KJIETOK K aibBeoJsiaM JIeTKUX. [ eMorio0uH cocTouT

u3 remMa u riobuHa. ['eM 3T0 HeOenkoBasg 4YacTh — KOMIUIEKC »Xeie3a +

npotonophupun X, rmoduH — 310 OenkoBas yacTb. HopmanabHbIE MOKa3aTeu

reMorjo0uHa B KpoBu y MyxuuH cocrtaBisier 130-160 r/n, y sxenmmn 120-

140r/71.

I{eemnou nokazamenv

[{BeTHo# noka3arens (LIIT) - 3T0 conepkanue reMoraoOMHA B SpUTPOLIUTAX.
[[BeTroBoii nmokazarens B HoOpMme 0,85-1,05. PaccuutsiBaercs o popmyne: LI =
(remornio0uH (r/1) * 3) / mepBbie 3 UGpPBI SPUTPOLUTOB.

OpumpoyumapHvle UHOEKCbl

1. Cpennuii o6bem sputporura (MCV). MCV (mean corpuscular volume -

CPEIHU KOPITyCKYJISIPHBIH 00BbEM) - CpeIHsIsl BETUYHMHA 00BheMa IPUTPOIUTOB,

paccuutsiBaetcs o gopmyie: (Ht(%)-10)/(RBC(-10'%/n)).

[Tokazatenr MCV momoraet onpeenuTh OCOOCHHOCTH TUTIOB aHEMUU:

* MCV <80ft (MUKpOIIUTBI) - MUKPOLUTAPHBIC aHEMHU (HKEIC30UPHUIIUTHAS
aHEeMUsI, TAJIACCEMUS);

« MCV 80ft - 100ft (HopMOLIUTEI) - HOPMOITUTAPHBIC aHEMHUH (aruIacTUICCKasI
aHEeMUsI, TEeMOJUTHYECKAsl aHEMUSI, TIOCTTeMOpparnyeckasi aHeMusl);

« MCV> 100ft (makporuTbl) — Merano0aacTHble (BUTaMuH Biy nmedunmtHas u
dbommBonepUIIMTHAS AaHEMUS) AHEMUU.
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http://testresult.org/opisanie-analizov/analiz-krovi/gemoglobin
http://testresult.org/opisanie-analizov/analiz-krovi/gemoglobin
http://testresult.org/opisanie-analizov/analiz-krovi/eritrotsyty

Hopma MCV: mysxuunbt: 80 — 94 mxm®, skeHmuHbs: 81 — 99 Mxm,

2. Cpennee conepxanue remorioouna B spurponute (MCH)

MCH - noka3arenb  ONpeACNICHHs  HACBIMICHHS  JSPUTPOLUTOB
reMOTrJI00MHOM, PacCCUUTHIBACTCS o dbopmye:
(Cemorno6un(%)r/n)/(RBC(-10*?/n)). MCH oTmensHO HE paccMaTpHBaeTcs,
oueHuBaercsa Bcerma Bmecte ¢ MCV, MCHC u userHsiM mokasareieM. Ha
OCHOBAaHMM 3HAYCHUN JaHHBIX [IOKa3aTesJed OTau4aroT 3 BUJA AHEMUU:
HOPMOXPOMHBIE aHEMHH, TUTIOXPOMHBIC aHEMHUU W THIIEPXPOMHBIE aHEeMUHU. B
Hopme MCH - 27-31 1.

3. Cpennsist koHLIeHTpauus remorioouna B spurpouute (MCHC)

MCHC - mnoxkasarenb HACHIIIEHHOCTH SPHUTPOLMTOB T€MOITIOOUHOM,
paccuntbiBaembii o ¢opmyie: (I'emormooun(g/dl)-100)/(Ht(%)). Cauxenue
MCHC xapakTepeH AJii TUIOXPOMHBIX aHEMHH, TaKHE KakK Kejne30e(UIIMTHBIC
anemuu, Tanaccemusi, nossiieHne MCHC roBopuT B MOJIB3y THIIEPXPOMHBIX
anemuu (ButamuH Bir u QonueBogedunutusie anemuun). Hopma MCHC: 32-
36%, 320-360 r/1.

Pemuxynoyumeot

DT0 MOJIOABIC SPUTPOIUTHI. Y HUX B IIUTOIUIA3ME UMEIOTCSI OCTATKH SiIEP B
BUJIE KJIIETOYHBIX OpraHesu1 (puO0coMbl U MUTOXOHIpUH). OHU B KOCTHOM MO3I€
*KuBYT 36-44 yacos, B nepudepuyeckoit kpoBu 24-29 yacos.

Hopwmainbnsie mokasarenu B kposu: 0,2-1,2%.

Tpomboyumsoi

DTO «KpOBSHBIC TUTACTHMHKW», YaCTHUIIBI OTIIHYPOBABIICHCS ITMTOIJIa3MbI
merakapuonutoB KM. Pasmep TpomMOomuToB coctaBiaser 1-2  MKM.
[TpomomkutensHOCTH ku3HU 8-10 cyTOK.

HopmanbsHble nokaszareny TpoM6onuToB B kposu: 150-400x10%/m.

OYHKIIUU TPOMOOIIMTOB:

* Anrmorpoduyeckas - TPOMOOIUTHI TepeaaBas CBOI IUTOIUIA3MYy MHUTAIOT
OHAOTETUANBHBIC KIETKU COCYJOB, TaKUM 00pa3oM TMOACPKUBAIOT HUX
KU3HEICATCITbHOCTD.

* BaszocmasM - BBI3BIBAIOT CY)KCHHE MHUKPOCOCYAOB BBIICISS MPU aKTHUBAIIAN
CEpOTOHMHA, aJpeHaNnHa, HopaApeHannHa, AP, TpomOokcana A2 myTem
JeTpaHyJISIIH.

* Anresus TpOMOOIMTOB —TIPWUIMMNAIOT K YYKEPOJHOW MOBEPXHOCTH WIH K
MECTy TOBPEKIEHHUS SHIOTENNS — KOJJIAareHy B CyOIHIOTEIHATBLHOM CJIOE C
nomoibio dakropa Bumiedpanaa.

e Arperamus - CKJICHMBAaHHE TPOMOOLIMTOB MEXIYy CO0OM ¢ TIOMOIIBIO
NICEBIOTIONIMA W OWOJIOTUYECKHH aKTHUBHBIX BEIIECTB (CEPOTOHUHBI,
katexojaMuHbl, AJ[®, TpomOokcan A2) u oOpazoBaHue «OeI0ro» Tpomoa.

* KoarynsunoHnHas - yyacTue B INIa3MEHHOM remMocTase. B npouecce arperanuu
BBIACISIOTCS  (pochomumuapl, Ha KOTOPBIX HJIET MPOIECC AaKTUBAIMH U
o0pa30BaHUs KOMIUIEKCOB (JaKTOPOB CBEPTHIBAHUS KPOBHU, (hOpPHHOTEHA.

* OuUOPUHOIUTHYECKAS - YHACTHE B PETYJIALMN GUOPUHOIU3A.
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* PenapatuBHas - TpOMOOIMTHI BBIACISIOT TPOMOOIMTAPHBIN (haKTOp pocTa,
3aCTaBISIOMI MUTPUPOBATh K MECTY MOBPEXKIEHUS COCYIUCTOM CTEHKU U
nenuThbest GuopoOIacToB ¢ 00pa3oBaHUEM y4acTKOB (hudpo3sa.

Jletikoyumeol
JleikomMThl — 3TO Oenble KJIETKH KpPOBH, 3alUIIAIONINE OPraHu3M OT

BHYTPEHHUX ¥ BHEHmIHUX (akTopoB paspyuieHus (pucyHok 4). B

HUPKYJIUPYIOLIEM KPOBH Haxonmarcs okosno 20% JEeHKOLMTOB, OCTAJIBHBIE B

KOCTHOM MO3rI'€, B TKaHsX, B MEKKJIETOYHOM IPOCTPAHCTBE.

Pucynok 4 - Buabl JeiikonuroB™

1O VS

HelTpodmn Baszodmn

OWOG

{
“

MpaHy noup Tl

APaHynouMThl

x1600

KonuyecTBo JeHKoIMTOB B KpoBH cocrabiser 4-9%10%n. Cuukenune
JeikonuToB HIoke 4%10%n ONPEAEIACTCS KAK JEHKOIUTOIICHUS, YTO TOBOPUT O
naronorun. KonmuectBo neiikonuToB Bbime 9*10°%/71 Ha3zbIBaeTCs JNEHKOIUTO3.
JleiikonMTO3bI OBIBAIOT (HM3MOJOTHYECKHE U Marosiorndeckue. X Komm4ecTBo
MOTYT B TEUEHHUHM MAHS KOJEOJETCS, MAKCUMAJIbHOE TOBBIIIEHUE OOBIYHO
ONPENETACTCS BEUEPOM U 3TO BAPUAHT HOPMbI. PazMepsl JEUKOIUTOB OT 6 MKM
(mampie muMdoruTel) 10 14 MKM (MOHOIUTHI, HEUTPODHIIBI) U arpaHyIOLUTHI
(MOHOLIUTBI, TUM(OIIUTHI).

I’ panynoyumeot

1. DosunoduIIBI

SAnpo 303MHOGUIOB HMEET, 2 CEerMeHTa, COEAMHEHHBIX IEePEMBIUYKON
(pucynox 4). B 1muTOomiasmMe pacroNiOKEHbI OpraHe/ulbl W TPaHyJIbI.
Crenuguyeckue 303MHOGUIBHBIE TPaHYJIbl 3aMOJIHAIOT HUTOILIA3MY.

*Pucynok B3sT u3: https://www.tryphonov.ru/tryphonov2/terms2/leukoc.htm
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A6conrotHoe KoamuecTBo 303uHOPmIoB B HOopMme 0,2-0,3x10%1 (0,5 no 5 %).
Pa3zmepsl s03uH0GUI0B 12—14 MKM. D03uHOPMIIBI KUBYT 6-8 nHEH, u3 HuX 3-8
4acoOB HAXOJSTCS B KDOBEHOCHOM pYycCII€.
OcHOBHBIE PYHKITUU 203UHO(PHUIIOB:
1. IPUCYTCTBYIOT MPH AJUIEPTHUECKUX U aHA(PUIIAKTUYECKUX PEaKIMsIX;
2. HEUTpamu3yloT THUCTaMUH W CEpOTOHHMH, TakUM oOOpa3oM TOJABISIOT
amniepruueckue peakiuu. [lyTu yruereHus amiepruu:
- ¢ TmoMomplo (aronMroza THUCTaMHHA M CEPOTOHHMHA, KOTOPHIE
BBIICTISIIOTCS Oa30(UiIaMy U TYYHBIMU KJIETKaMH,
« aacopOuus rucTaMUHa U CEpOTOHUHA,
« CHHTE3UPYIOT THCTaMUH U CEPOTOHUH PACHICTUIAIONINE (PEPMEHTHI;
« CEKPEeTHPYIOT BeIIeCcTBAa OJIOKUPYIOIIUE BBIJCICHUS THCTAMHHA U
CEepOTOHMHA 0a30(PMIBHBIMUA U TYYHBIMHU KJIETKAMH.
3. NHorna y4acTByIOT npu (haroruTo3e OaKTEepUm.
2. bazodumb
Y 0azodumiioB pasmepsl coctaBisitor 11-12 mxMm. Mopdonorudeckuit
XapaKTEPU3yIOTCS HATHIUEM B ITUTOIIA3ME KPYITHOTO s/Ipa U MHOXKECTBO I'PaHY
(pucynok 4). AGcomoTtHoe KoauuecTBo 6azodunos: 0,0-0,065x10%x1 (0-1%).
®OyHKIMU 6a30(UIOB:

*  YYacCTBYIOT B HMMYHHBIX (QJUICPTHYCCKHX) U BOCITATUTEIHHBIX PEAKITUSX;

* Brpanysax 0a30(puioB UMEIOTCs OMOJIOTUYECKHUE aKTUBHBIE BelecTBa. OHU
IpU JACTPaHYJSLUUA BBIJCISIOTCS B OKPYXAIOIIYIO CPEAy U UHIYIUPYIOT
AJIEPTUYECKUEe CHUMITOMBI, TaKh€ KaK IOJHOKPOBUE, CIa3M TJaJKOU
MYCKYJIaTypbl, OTEUHOCTb, 3yl U T.].;

*  B-mumbonuTe U MIa3MaTHYECKUE KJICTKHA MPH KOHTAKTE C aUIepPTeHAMH
BBIJICTISIFOT UMMYHOTJI00YTHHBI E, KOTOPBIX BCAaChIBAaIOT B CBOIO IIUTOIIIA3MY
0a30( bl U TYYHBIE KIETKU;

*  TIPOUCXOJUTH OCTpasi JETPAHYJISIIIUS C BBIXOJOM T'MCTaMUHA, CEPOTOHUHA U
JIPYTUX areHTOB B KPOBb M3-3a OOpa30BaHMsI WMMYHHOTO KOMIUIEKCA
AHTUTCH+TAHTUTENO B CIydasX TOBTOPHOTO KOHTaKTa C TEMHU IKe
aHTUTCHAMY,

*  y4acTBYIOT B (aronuTo3e OakTepuu.

3. Heiitpodums
VY nelitpoduiaoB Mopdosaoruueckue 0COOEHHOCTH XapaKTEPU3YIOTCS TeM
YTO, UMEIOT CETMEHTHUPOBAHHOE fAJpO, dalle BCero 3-4 cerMeHTa W MeJKhe
3epHBINIKKM B muroriazMe (pucyHok 4). Pasmepsl B Mazke 10-12 Mkwm.
A6comornoe konmuectBo. 2,0-5,5x10%n (65-75%). Ilo cTeneHu 3penocTu
HEHUTPO(HIIBI AETATCS Ha:

* MeramuenonuTel WIM IOHBIE HeUTpodwmiabl. B muromiasme coaepkar
6000BuIHON (popMel sipo. CocTaBisitoT 0-1% OT Bcex rpaHyJIOLUTOB.

* TlamoukosinepHble HEUTPOPMIBI HMEIOT SAPO B (opMe MaTOUYKH WIH
noaKoBbI. CocTaBisaroT 3-5% OT BCEX TpaHyJIOLMUTOB.
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» CerMeHToOsIepHbIE HEUTPODUIBI — HauboJIee 3pesbie (HOPMbI, B IUTOILIA3ME
uMeroT saapo u3  2-7 cermeHToB. CocraBmsor 47-72% ot Beex
I'PaHyJIOLUTOB.

[TpoIOIKUTENFHOCTh JKU3HU HEUTpoUIoB okojio 8 cyTok (8 dvacos
HUPKYJIUPYIOT B KPOBM, 3aT€M YEpe3 CTEHKU KaNWUISIPOB MUTPUPYIOT B
COCIMHUTEIBHYIO TKaHb, IJI€ 10 KOHIIA CBOEH KU3HU BBIMOJIHSIOT ONPE/ICICHHbIC
¢bynkiun). Crnoco6Hbl K (arouuTo3ly W NpU BO3HUKHOBEHUH HH(QEKIINH
pearupyroT NEepPBLIMHU.

Aepanynoyumeot
1. JlumdpoumT

B HOpMeE oTHOCHTENBHOE KOJIMYECTBO TuM(ponuToB coctasiser 17-40%. B
[UTOIUIa3ME COJEPKAT SAPO OKPYIJIol (QOpMbI, KOTOpPOE OKpAaIlUBAETCS
HACBILIEHHO (PUCYHOK 4). AGcomoTHoe KonuyecTBo: 1,2-3,0x10% 1. Beinenaor T
u B mumdoruTos.

T-numgpoyumor:

T-xnetku COCTAaBJISAIOT OKOJIO 75% JTUMQOITUTOB. Knerknu
npenmecTBeHHUIb T-muMponnToB 3apoxkaatorcs B KM, B nanbHeiieM KO4yoT
B TUMYC (BWJIOYKOBAas JK€Jli€3a) W CO3PEBAIOT TaM, MOATOMY HasbIBatoTCs T-
muMmPormtamu (T o3Hauaer TuMyc). OOBIYHO KOJAWYECTBO T-TUMQOIIMTOB
OoJibllle y AeTeH, 4eM y B3pociibix. OHU 00€CreYnBalOT B OpraHU3Me KICTOUHBIN
UMMYHUTET.

T-nmumpounuTel B  BWIOYKOBOM  KEJIE€3€ CO3PEBAIOT C  Pa3HBIMU
cnenupuIeCKUMHU PYyHKIUSIMHU:

o T-kJETOYHBIE pEUENTOPhl CO CIOCOOHOCTHIO y3HABaTh, pPaclO3HABAThH
AHTUTEHOB.

o T-xenmepsl — 3TO KIETKH KOHTPOJIUPYIOT UMMYHHbBIE PEAKIUU.

o T-xumiepbl — YOWBAIOT TOPAKECHHbIE OaKTEPUSIMH, BHUPYCaMHU KIETKH H
OMYXOJIEBBIE KIIETKH.

o T-cympeccopbl — UMEIOT CIIOCOOHOCTD yI€PKUBATh UMMYHHBIN OTBET U TAKUM
00pa3oM KOHTPOJUPYIOT YPE3BbIYANHBIC PEAKIIUH.

B-numeoyume:

* B-knerku coctaBistoT 15% u3 Bcex KIETOK JIMM(OIIUTOB.

* 3apoXKIarTCd B KOCTHOM MO3T€ M CEJIE3€HKE, B JaJbHEWIIEM IMEPEeXOdsiT B
TuMpaTUYECKHE Y3IIbI ISl CO3PEBAHUS.

e OHM OTBEYAIOT B OPraHU3ME 332 TYMOPAJIbHBIM UMMYHUTET.

* B mumdarndyeckux y3nax B-aum@bonuTel BCTpEHArOTCS AHTUTEHAMU W
JIPYTUMU UMMYHHBIMH KOMIIOHEHTAMH.

e 3aTeM CHUHTE3UPYIOT aHTUTENAa, KOTOPhIE B CBOI OYEPENb YHUUYTOXKAIOT
YyKEPOJIHbIE BEIIECTBA U MUKPOOPTaHU3MOB.

* HexoTopble U3 HUX COXPAHSIOT B «IaMsITH» OTBET Ha YY>KEPOHBIE BEIIECTBA
B TEUCHHUS MHOTHUX JieT. [Ipy MOBTOPHOM KOHTaKTE€ C MHOPOJHBIM (pakTopom
TOTOBBIM OPTaHU3M CMOXXET HEMEIJIEHHO pearupoBaTh M 3alUIIAThCS.

NK-xzemxu (Natural Killers):

* NK-knerok cocrapisieT okosio 10% u3 BceX TUMQOIUTOB.
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Nx dbyskusa cxoxu ¢ GyHKIUSAMH T-KUJJIEPOB, HO BO3MOXHOCTH TOpasio
OoJIbIIIE.

OT10 HacTodAlre OONIBI UMMYHHUTETA.

OcCHOBHasl 1IeJb — YHUYTOXEHHE OITYXOJEBBIX W IMOPAXKEHHBIX BUPYCAMH
KJIETOK.

Tak k€ OHM YHMYTOXXAIOT MATOJOTMYECKUX KJIETOK, HEIOCTYMHBIX mist T-
KUJJIEPOB.

B xaxnoit NK-kiieTke comepkaTbcs CrieliMaibHble XUMUYECKAE COCAUHECHUS
JUISL YHUUTOKEHUS KJIETOK-MUILICHEN.

DYHKITMOHAIBHBIE 0COOEHHOCTH JTUM(OIUTOB:

2

JIumpouutel 06pa3yrorcs B IUM(PATUUECKUX Y3JIaX, CEJE3€HKE, BUIIOUKOBON
xKenes3e, alleHIUKCe U KOCTHOM MO3Te.

OHu UrparoT OCHOBHYIO pOJib B ((OPMHUPOBAHUN UMMYHHUTETA U OCYILIECTBIIIOT
MMMYHHBIA HaaA30p.

[Tocne KOCTHOrO MO3ra 4acTh JIMM(OLUUTOB MPOXOIUT nuddepeHuanmo B
TUMYCE U IpeBpaniaoTcs B T-1MMPOLHUTHL.

Hpyrue numdpouuntsl npoxoasaT auddepeHunanno B IUMGOUAHOW TKAHU
MUHJAINH, alleHANKCa, MeUepoBhIX OJSAIIKAaX KHUIIEYHUKA U 0003HAYarOTCs
B-numdouuramu.

Yacte mUMQPOUTHBIX KJIETOK He MU (EepeHIHUPYIOTCS B OpraHax MMMYHHOMH
CUCTEMbl. OTH KJETKM OOpa3ylioT Tpyniy HyJeBbIX JauMmdouutoB. llpu
HEOOXOJMMOCTH OHU MOTYT MpeBpamathes B T- nin B-nmumponuTst.

10-20% numdOonMTOB KUBYT OT HECKOJIBKHX 4acoB a0 7 aHeit, a 80-90% mo
100-200 mueii.

K KOpOTKOXHUBYIIUM OTHOCSTCS B-TUMQpOIUTHI.

K nonroxuBymum - T-mumdouute

. Monoyumeut

MOHOLMTBEI KpyHHBIE JEUKOUUTHL. KOJIMYeCTBO MOHOLUMUTOB B HOpPME

cocrapmsier 2-10%. B muromnmasme comeputcs 00O0OBHIHOE SIAPO M MEIKHE
azypoduiabHbie 3epHa (JIM30COMBI) OKOJO simpa (pucyHok 4). AOCOIIOTHOE
xomuecTBO coctarser 0,06-0,9x10%.

XapakTepucTuKa MOHOLIUTOB:

BripabaTbiBatoTCsl B KpPACHOM KOCTHOM MO3TE;
B kpoBoToke mpubbiBaeT 72 yaca,
MOHOLIUTHI U3 COCYJIUCTOTO PyClia TIEPEXOAAT B TKAHU M CO3PEBAIOT. 3PEIIbIX
KJIETOK B TKaHSIX HA3bIBAIOT TKAHEBBIC Makpodaru;
B pa3Hpix opraHax W TKaHSX MOHOIMTOB OO0O3HAYAIOT TMO-PAa3HOMY: B
COCIMHUTETLHON TKAHU - TUCTUOIUTHI, B TICYCHH - KYNI(PEPOBCKHUE KIETKH, B
JETKUX - aJbBEOJIIpHbIE Makpodaru, B CelIe3eHKE, KOCTHOM MO3Te,
auMpaTUYECKuX y3iax, TJINH, TTIEBpE - Makpodary.
OyHKIUA MOHOLMTOB!
1) ¢arounTo3 U FHIOUMUTO3;
2) Tak jKe BHOCST CBOM BKJIaJ B MMMYHHUTETE, IOTOMY YTO, SIBJISIFOTCS aHTUTCH
MIPEICTABIISIONTUMH KJIETKAMH.
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http://stom.tilimen.org/doklad-po-teme-chuma.html

AOGCONIOTHO BCE JIEHMKOLMTHI UMEIOT CIIOCOOHOCTH MPOXOJIUTH B TKAHU H
OpTraHbl Yepe3 KalUIIPHYIO CTeHKY U (parouuTUpOBaTh Yy>KEPOIHbBIC areHTHI.

Bce ¢opMeHHBIE 37IEMEHTBI KPOBH 00pa3yIOTCsl B KPACHOM KOCTHOM MO3T€.
Hapymenue sToro mporecca MPOUCXOMUT MPU Pa3IMYHBIX MATOJIOTUYECKHUX
COCTOSIHUSIX KOCTHOTrO Mosra. Hapymraercss oOpazoBanust, auddepeHmmanus
KJIETOK T'eMOI1033a - SPUTPOHUIHOTO, MeTaKapHOIUTapHOTO,
IPaHyJOLUTAPHOTO, JUMQPOUTHOTO POCTKOB. IDTO MPHUBOJUT K PA3BUTHIO
pas3INYHbIX 3200J1€BaHUN KOCTHOTO MO3I'a, B TOM YHUCJIE OCTPBIX JIEHKO30B.

I'JIABA II. OCTPBIE JIEMKO3bI

1. OBIIUE CBEJIEHUS

1.1 Onpenenenue

OcTpble JeMKO3bl — 3TO TreTeporeHHas rpymmna KIOHAIbHBIX OIyXOJEBBIX
3a00sieBaHUM reMorod3a, XapaKTepU3yoIasics HEKOHTPOJIUPYEMOM
nponudepanueit, Hapymenuem auddepenupoBkd u uHuisTpamuein B KM,
nepudepudeckoir kpoBu (IIK) u opranax um TkKaHsAx OJACTHBIMHU KJIETKaMHU.
brnactueie kieTku, mocTeneHHO 3amemniaroT KM u  yrHeTaeT HOpMalbHBIM
reMOI033.

1.2 Dnupemuosiorus

B wmupe. Octphiii JeHKO3 — OTHOCUTCA K PEIKUM 3a00JeBaHUSIM M
coctaBisier 2-3% 3J0Ka4eCTBEHHBIX HOBOOOpa3oBaHuid. 3aboneBaeMocTh OJI
cocrapmsier 3-5 ciayuaeB Ha 100 000 macenemms. 3a mocnegnue 10 jer
CYILIECTBEHHOI0 pocTa 00sibHBIX OJI HEe oTMeuaeTcs.

OJI BcTtpeuaercs y B3pocibiX B 75%, y aeteit B 25% cmydaeB. Cpennee
COOTHOIIIEHHEe MuenobmacTHeix W JuMpobmactapix OJI pasen 6:1. Cpenu
B3pOCIbIX 001bHBIX 80% CiTydaeB BCTpedaeTcsi OCTPhIA MUET00IACTHBIN JIEHKO3,
y nereir B 80-90% - octpeiit mumdobmactabiii seriko3 (OJIJT). OJIJI 3anumaer
MIEPBOE MECTO B CTPYKTYpE 3J0KaueCTBEHHBIX omyxojied y aereit (30-40%) u
cocTaBisieT He Ooiiee 5% Bcex JeiiK030B y B3pocibix. Yarie 601e10T MalbuuKH,
NeBOYKH peke. Menuana Bo3pacta 601apHbIX OJIT - 10 7er.

OMUJI exxerogno nuarHoctupyetcst okosio 20000 ciyyaes B CIIIA u 43000
ciyudaeB B EBpome [17,56,64]. V muorux narmuentoB ¢ OMJI HaOmomaeTcs
pa3BUTHE PEIMINBOB M PE3MCTEHTHOCTh K MPOBOAMMON xumuoreparnuu [41].
[IsaTuneTHsass BbDKMBAEMOCTH cocTaBiisieT okojao 29,5%. Ilo paHHBIM
uccienoBareneil HeKoTopble MyTaHTHbIe (pepmenThl, ocooeHHo IDH1 y 6-10%
MAlMEHTOB MPUBOAUT K PAa3BUTHIO OCTPOro JielKo3a OJIOKUPYS CO3pEBaHUE
TeMOTIOATHYECKIX CTBOJIOBBIX KiIeTOK kpoBu [20,28].

B PecnyOnuke Kazaxcran:
e Ilo mannpiM KazaxcTaHCKOro HalMOHAIBHOTO HMHCTUTyTa paka (2012r),

reMo0J1acTo3bl COCTABJISIOT 4,7% BCeX OHKOJIOrMUYECKUX 3a0oseBanuii [39];

* 3abo01eBaeMOCTb FreMaTOJIOTMYECKIUM PaKoOM 3aHUMAET 4-e MECTO Cpeiu BceX
cMeprelt oT paka B Kazaxcrane;
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* [Ilo nanubiM Globocan, B 2020 roay B Kazaxcrane 3apeructpupoBano 759
HOBBIX CJIy4aeB JIGMKEMHUM, YTO COOTBETCTBYET 14-My MeECTy cpelu BceX
OHKOJIOTHYECKHUX 3a00JIeBaHMM, TEMIT pocTa cocTaBUI 2% IO CPaBHEHUIO C
2019 rogom;

* Jlannbix o mpeanosiaraeMoM KoimuectBe cmepteit ot OJI B Kazaxcrane Her;

* COOTHOILICHUE MY>KUYHH U KEHIIMH COCTABIIIET IPUMEPHO 5:3;

« B Kazaxcrane Mano maHHeIx 00 snmaemuosiornd OMJI, momxomax K
JICYCHUIO U KIIMHUYECKUX UCXOJaX.

1.3 DTHonorus

DTHONOTHS OCTPBIX JICMKO30B HE W3BeCTHA. ECTh BO3MOXKHBIE (DAKTOPHI
Y4aCTBYIOIIUX B BO3HUKHOBEHUU OJI — OHKOrE€HHBIE BUPYChI, HOHU3UPYIOIIAs
pajuanus, XMMHUYE€CKHE BEIIECTBA U T€HETUUECKas MPEIPacOOKEHHOCTD.

1. Onkocennvie eupycor nenstcs nHa PHK-cogepxkammue u JIHK-conepkamue.
PHK-conep:xatirie BUPYChI 3aCEISIIOTCS U PA3MHOKAKOTCS B LIUTOILIA3ME KIIETOK,
a JIHK-conep:xaniue BUpYChl U B HUTOIJIA3ME, U B SIApaxX KJIETOK.

2. Honusupyrowas paduayus. WoHusupyoomas paavainus BIMAET Ha
BO3HMKHOBEHHE HEOIPOIIECCOB U T€MOOIACTO30B, U 3TO MOJATBEPKICHO HAYKOM
MCCIIEIOBAaHUSIMU TIOCIIEICTBUS SIIEPHBIX B3PHIBOB B Xupocume U Haracaku, Ha
aTOMHBIX CTaHUUAX (Hampumep, asapus Ha YepHOOBUIBCKOM aTOMHOM
AHEpPreTUYecKor craHuuu), B KazaxcraHe UCHBITATENbHBIC S/ICPHBIE B3PHIBHI B
CeMUNanaTUHCKOM SIIEPHOM TOJIUTOHE. Y MECTHBIX KUTEIICH U JTUKBUIATOPOB
KaTacTpod HaOIIOaeTCsl Pe3Koe YBEIMYEHHUE 3a00JIeBa€MOCTH JIEHKO3aMU U
JPYTUMH PAKOBBIMU 3a00JIEBaHUSIMH.

3. Xumuuecxue eeujecmea. XuMuU4eCcKre KaHIIEPOTCHBI JENATCS HA OPraHUIEeCKHE
U Heopranudeckue. OpraHuyecKue COJIePkKaTcsi B BBIXJIOMHBIX Ta3ax, B JbIME U
cMmolie Tabaka, MepekapeHHOM Macje, B KOMYEHBIX MPOAYKTaX, a TaKXKe B
achaabTUPOBAHHBIX TMOKPBHITUSIX J0opor. K HeopraHM4ecKuM KaHIEPOTE€HHBIM
BEILIECTBAM OTHOCSITCA: XPOM, HUKEIIb, CBUHELI, KAAMUU U Ip.

JlekapcTBEHHBIE TTpENapaThl UCIOJIb3YEMBIE ISl JICUCHHS TATOJIOTUU KPOBH

(neiikepaH, a3aTHONPHH, METOTPEKCcaT, HUKI0o(OochaH 1 Ap.) MOTYT BbI3bIBAThH A€
NOVO remo6siacto3bl. ECTh onucanne KIMHUYECKUX CIy4YaeB, Ja U B MPAKTUKE
Bpaua BCTPEUYAIOTCA TMAIMEHThI C OCTPBIMU JIEWKO3aMH TOCJIE€ JICUEHUS
[UTOCTAaTUKAMU, UHOT/AA JaXe JICBOMUIIETUHOM, OyTaIuOHOM.
4. [lenemuueckas npedpacnonodcennocms. Habmomaercs y OONBHBIX C
FCHETUYECKUMU BPOXKJICHHBIMHM XPOMOCOMHBIMM ~ MYTalUsIMU  (HarpuMmep,
cunapom KiaitHdensTepa, cunapom JlayHa u ap.) 3a00JIeBa€MOCTbh OCTPHIMU
JIeKO3aMH BCTPEUYAETCS Yalle YeM y OOBIYHOM MOIMYISIUH.

Ecnu remo0nacTo3sl pa3BUBAIOTCS B TEYEHHE MEPBBIX 3X MECALIEB IMOCHE
poXaeHuss peOeHka, TO JEHKO3 CUHMTAeTCsl BPOXIEHHBIM. [IpuumHamu
BPOJKJICHHOTO JIEHK03a MOTYT OBITh OHKOT€HHBIC BUPYCHI, OaKTEPUN, XUMUYECKUE
BEILIECTBA, KOTOPHIE MPOHUKIN Yepe3 IJIALECHTY WIM BIMSHUE UOHU3UPYIOIIEH
paauamyy Bo BpeMsi 0epeMEHHOCTH.
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Knunnueckoe TteueHue remMo01acTo30B y OONBHBIX C BPOXKIEHHBIMU
XPOMOCOMHBIMU MYTallUSIMH TPOTEKAET HEOIATONPHUATHO, OTMEUAIOTCS OBICTPHII
nporpecc 3a00JeBaHusl, PEIUIUBEI U OTCYTCTBUE 3P(HEKTUBHOCTH TEPAITUU.

1.4 I1aTorenes

Ha ¢one BnusiHus 3THONOrNYECKUX (PaKTOPOB AKTUBUPYETCS KAHIEPOT€HE3.
KaHneporene3 — 3TO BO3HMKHOBEHHWE MYTHPOBAaHHOM KIIETKM BCIEACTBUE
KyMYJISILIUM W3MEHEHUI B TEHOME KIETOK. OTH KJIETKH CTaHOBATCS HE
pacro3HaBaeMbIMU MO0 MOP(HOIOTUYECKUM, (HYHKIIMOHATBHBIM, OMOXUMUYECKUM
CBOMCTBaM M NMPUOOPETaIOT aBTOHOMHBIN pocT. KaHiieporeHes, He3aBUCUMO OT
JIOKaIU3alui MaTOJIOTHH, IPOSIBISIOTCA OOIMMH 32aKOHOMEPHOCTSAMHM Pa3BUTHS.

B maTorenese oCTpBIX JENKO30B BBIACISIOT CIECAYIOIINE CTAINN:

1. Mannmanus

B sTo0ii cTaguu noa BO31EHCTBUEM 3HJIOTEHHBIX M 3K30T'€HHBIX (DAaKTOPOB,
TaKH€ KaK KaHIEPOTr'€Hbl, XUMUYECKHE BEILIECTBA, (PU3NUECKUE U ONOJIOTUYECKUE
MyTareHsl, KIETKHM HauYuHAIOT MeHATbes. lIpomcxomute wmyrtanus JIHK,
BCIICICTBUE YEr0 CTUMYJIUPYIOTCA IPOTOOHKOTE€HBI, a AaHTHOHKOICHBI
YTHETAIOTCH.

N3-3a BO31€MCTBUS KAaHLIEPOT'€HOB B KJIETKaX OENKU TEPSIOT aKTUBHOCTb, a
pocToBble  (pakTOphl (OHKOTE€HBI) HaoOOpoT ycunuBarorca. [lpy  3TOM
TEHETUYECKUH MaTepuall enle He 3aTpoHyT. B 3TOT mepuonx He pa3BUBaeTCs
OIYXOJIEBBIM MPOLECC, HO H3MEHEHHBIE KIETKH YMHOMKAKOTCA W TOTOBBI K
(bopMHpPOBaHNIO HOBOOOPA30BAHMUS.

Ecnu wmyrareHHbI1  (akTop BIMSET MUTO3HOM KIETKE BOBpPEMS
ANKWINPOBAHUS, JEJICUNU, TPAHCIOKAIUH, aMITM(UKAI[UU, TO TEHHBIA anmnapar
B SIJIPE MOJIy4AET NMPSAMOE TOKCUUYECKOE BO3IEUCTBUE. ECIM MPOUCXOAUT MyTalus
I€HOB OTBEYAIOIIUX 33 PA3MHOXKEHHME KIIETOK, KJIETKAa HAYMHAET JEIUTHCS
OECKOHTPOJIBHO B HEOTPAHUYEHHOM KOJHMYECTBE. Takoe COCTOSHHE KJIETOK
Ha3bIBACTCS «MHULIAALIUS.

Bo Bpems ctaauu MHUIMALMM MOJ BO3ICHCTBHEM MyTareHHOro (axkrtopa
(OOMH W/MIIM HECKOJIbKO) Ha T'€MOIO3TUYECKYIO CTBOJIOBYIO KJIETKY KOCTHOTO
Mo3ra pasBHuBaeTcs crneudduueckas MyTtauus. Bo3Hukaer omyxoseBas
TpaHchopmarus.

Anonto3 I'CK ocymectBisiercs cemeiictBom OenkoB Bcel-2. K Hum
OTHOCSITCSI aHTHAIONTHYECKWE U Tpoarnontudyeckue Bcel-2-6emkun. Tak ke,
amomnTo3 PEryIupyroT OENKU-UHTHOUTOPHI 3a CYET aKTHBALMU PELENTOPOB
rudenu TNFRI1 wiu DR3, uto BeneT k 3amycKy JBYX albTEpPHATUBHBIX IyTEM,
OIMH M3 KOTOPBIX 3aKaHYMBAETCS arolTO30M, a APYrol — NPENsSTCTBYET
uHAyKnuK armontosa [12,25]. Takxke, K peryyistopaM amonTo3a OTHOCIT OeloK
p53. Hapymenue »5Toi cuUCTeMbl 3a CYET MOBBIIIEHHONW AKCHPECCUU
3aMeIoIIero anonTo3 nporooHkoreHa BCL-2 mpuBoAMT K yBEJIHYEHUIO
xosmmyectsa ['CK [18].

2. ITpomonus
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XWMHYECKHE COCOUHEHUS — TMPOMOTOPHI JUIUTEITLHO JIEWCTBYS Ha
WHULMAPOBAHHBIE KJIETKU MPHUBOAST K Pa3BUTHUIO BTOPOW CTaIUU — IMPOMOIIUH,
YTO O3HA4YaeT MHTEHCUBHOE pPa3MHOXEHUE MYTHPOBAHHBIX KJIETOK U
BO3HUKHOBEHHUE 3JI0KAYECTBEHHOTO HOBOOOpa30BaHUE.

N3MeHeHHbIe KJIETKA KOCTHOT'O MO3Ta TEPSAIOT BO3MOXKHOCTh CO3PEBaHUSs, HO
CIIOCOOHOCTh K JCJICHHUIO COXpaHseTcsi. MyTHpoBaHHas KieTka Oe3rpaHHyYHO
JIEUTHCSI HA HOBBIE KIIETKH, T.€. NMPOUCXOAUTH OCCKOHTPOJbHAs, KIOHAIbHAsS
npoaugepayus ¢ GOPMUPOBAHUEM KOJIOHUU UACHTHUYHBIX JIEHKO3HBIX KIIETOK.

3. Undunsrpanus

OcHoBo#l nu(GEepeHITUPOBKU SBISICTCS TPOIECC YMOPSIOUYCHHON TE€HHOU
peryyfiuy, 3aKaHIUBAIOICCs MOSIBICHUEM YHUKAIbHOTO Habopa reHoB. s
KJIETOYHON MU PepeHITMPOBKHU TPEOYIOTCS HE TOIBKO T'eHbI, KOIUPYIOIINE OCITKH
— (aKTOpBl TPAHCKPHIILMK, HO M JApPyrHe OENKH, YYacTBYIOLIME B Iepenaye
CWTHAJIa: HarpuMep, perientopsl Tupo3uHkuHassl Flk-1, Jak-3.

[Tox  BoO3melcTBHEM  pPOCTOBBIX  (DaKTOPOB  TPaHYJIOLMTAPHOTO,
rpaHyJonuTapHo-MakpodaraasHoro  KojoHuectumyupyromero (I'M-KC®D),
TpOMOOMOATUHA, JPUTPOINOITHHA, JUMQPOMOITUHA, CUTHAIOB IIUTOKHHOB,
MEXKJIETOUHOTO B3aUMOJICUCTBUS, KJIETKHA T'€MOII033a, OT CTBOJOBBIX KJIETOK
IIOCTEIIEHHO CO3PEBAIOT JI0 3pPEJbIX KIETOK, 3TOT MpPOLIECC Ha3bIBACTCS —
nuddepeHIpoBKa KIETOK [2].

[Ipu ocTphIX NeHKO3aX MyTHPOBAHHBIC CTBOJIOBBIC WJIA ITOJHMIIOTCHTHEIE,
YHUIIOTEHTHBIE KJIETKU MPEANIECTBEHHUIIBI HE CTOCOOHBI duggepenyuposamucs
nanplne OJacTHBIX KIIETOK. B cBsaA3um ¢ ueMm, B KM ckamiuBaroTcs OJIacTHBIE
KJIETKH, KOTOPBIE 3aMEIIAI0T U BHITECHSIOT KJIETKH HOPMAJILHOTO T€MOII0)3a.

brnokupoBanue nuddepeHIUpOBKH U HECITOCOOHOCTh KJIETOK BBIMTOIHATH
HOpMaJIbHblE ~ (DYHKIIMM  WIPAOT  3HAYUTEIBHO  OOJBIIYIO  POJb B
3JI0KaYECTBEHHOCTH JICHKO30B 110 CPABHEHHUIO C COMIHBIMU onyxosimu [29].

4. IIporpeccus

H3MeHeHHbIE KIIETKH MYTHPYIOTCS e11ie 0oJiblie Ha (POHE MOSBICHUS HOBBIX
KJIOHOB (DEHOTHIMHYECKOTO M TEHOTHIHMYECKOTO XapaKTepa U MPOrPECCHUBHO
YCHJIMBAIOT CBOIO 3JI0KAYECTBEHHOCTh — TO €CTh, BO3HHUKAET HEOIUIACTHYECKAas
nporpeccusi. Bo3HHKaeT kak KOJIMUYECTBEHHOE YBETMUEHHUE, TaK U HEOOpaTUMBbIE
M3MEHEHHS KaYeCTBEHHBIX MapameTpoB Jieiko3Hbix CK.

[To pe3ympraraM MPOBEACHHBIX HCCIIEIOBAaHUN YCTAaHOBJICHBI CBOMCTBA
MaJUTHH3WPOBAHHBIX KJIETOK: HEOTPAHWUYCHHBIM TPOIUEepaTUBHBIN TOTEHITHAT
CTBOJIOBBIX KJIETOK reM00J1acT03a, CHIDKEHNE MTOTPEOHOCTH BHEITHUM (pakTopam
JUTSL TIPOLIECCOB MHHUIIMAIIUY U KJIETOYHOTO JCTICHUSI.

[TosiBsieTcss COCOOHOCTh CTHMYJIMPOBATh COOCTBEHHOE [IEJICHHE MyTEeM
TCHCPUPOBAHUS  BHYTPUKICTOYHBIX MHUTOTCHHBIX CHUTHAJIOB, a  TaKKe
YMEHBIIIEHUSI YYBCTBUTEIHHOCTH K PA3JIMYHBIM POCT-UHTHOUPYIOIINM CUTHAJIAM
(pucyHok 5). Tak ke, BaXXKHYIO POJIb UTPAET, y HEOTUIACTUUECKHUX KJIETOK, TAaKUE
CIIOCOOHOCTH, KaK OTCYTCTBHE KJIETOYHOTO CTapeHHs, HE YYBCTBUTEIHHOCTDH
IPOrpaMMHUPYEMOH KJIETOUHON TuOeu, 0J10KupoBaHuio (G GEepEeHITUPOBKU. A,
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CIIOCOOHOCTh M3MEHUTh MHKPOOKPYKEHHS W TKAaHEW OTHAJICHHBIX OpPraHOB
JenaeT BO3MOXKHBIM YXOJI OT HMMYHHOTO Haj3opa [2].

J11st BceX pa3HOBUAHOCTEH JIEHKO30B XapaKTEPHBI:
1. Paspactanme, wmwurpanusi OJACTHBIX KJIETOK B JUMQATUYECKHE Y3JIbl,
CeNe3eHKy, IeUeHb U T.JI.,
2. TlomaBneHue SPUTPOMAHOTO, TPAHYJIOIHUTAPHOTO U METraKapHUOLUTAPHOTO
POCTKOB reMoI11033a;
3. He ciocoOHOCTh muddhepeHIpoBaTHCS KIETOK OCTPOTO JIEHK03a;
4. Bce OnacTHble KIETKM SBJISIOTCS IOKOJEHUEM OJIHOM MYTHPOBAHHOM
CTBOJIOBOW KJIETKM TPEIIIECTBEHHUIIBI W HUMEIOT TaKUe JKE€ CBOMCTBa
(KJTOHUPOBAHUE);
5. Ha ¢one HapyiieHusi reHETHYECKOTo arnmapaTa Bce MyTHPOBaHHbBIC JIEHKO3HbIE
KJIETKH CIIOCOOHBI Pa3MHOXKAThCS.

Pucynox 5 - KitloueBbie MOMEHTBI pa3BUTHE OCTPBIX JeHK030B™

MocToAHHaA MHMLKWALWA MUTOTUYECKWX LUMKNOB

HeuyBCTEMTENBHOCTL K POCT-
MHMMOWPYIOWWM CUrHanam, UMMopTanusauua

MogaeneHwe anontoza v aytodarum

<)

Hapywexnne gudhepeHunpoBKn

PA
t

i

Yxopn ot WMMMYyHHOIO Hagsopa

o

J'IIIIIIIIIIIIIIIIIIIIIIIIIIIIIIP

Moaudukauna MUKpOOKPYXeHWA

[ s

Backynapu3auua HoBoOOpa3oBaHUA

«JTOKOMOTOPHBLIH» (DEHOTHUMN, MHBA3MA,
MeTacTa3supoBaHue (AUcceMrUHaLmWa)

f

»
ITRIT I N

1.5 Knaccuduxamus ocTpbIx JieiiKo30B
OcTtpble JeK03bI AenATca Ha 2 O0NbIINE TPYIIIbI: OCTPBIM MUEI00IaCTHBIN
JIEKO3 U OCTPbIN TUM(POOTACTHBIN JIEHKO3.

1.6 KnnHu4yeckasi CAMIITOMATHKA

Kanoowr

Kanobsl 60npHOTO Mpu OJI HecieUMPUUHBI U ONPEACIISIOTCS OIMYX0JEBOM
MHTOKCHKAIMeH, nHQUIbTpauuel pa3IuyHbIX OPTaHOB OJIACTHBIMHM KIJIETKAMH,
UHPEKIUOHHBIMU M TEMOpPParu4ecKUMU  OCJIOKHEHUSIMH,  aHEMHUEH.

*Pucynok B3sar wm3: https://cyberleninka.ru/article/n/sovremennyy-vzglyad-na-patogenez-
diagnostiku-i-lechenie-otdelnyh-redkih-variantov-ostryh-leykozov
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Yacto xalyroTcs Ha clabocTh, OTCYTCTBUE alleTUTa, IOBBIIICHHUE
TeMrepaTypsl Tena 10 cyoheOpunbHbIX Wik GeOpUIbHbIX MU, 00U B KOCTSX,
CyCTaBax M MBIIIIIAX, BHICHITIAHUS U «CUHSIKW» HA KOXKE. DTH KalI00bl MOTYT OBITH
0OyCJIOBJIEHBI KaK HEMOCPEACTBEHHBIMU MposiBiieHusaMu OJI, Tak UHPEKIUIAMH.

AHamHe3 3a00J1eBaHUS

AHamHe3 3a0o0jieBaHHS OOBIYHO KOPOTKMU: OT HECKOJIbKUX JHEH 110
HECKOJIBKUX HEeJNleb, peako A0 2-3x mecsueB. bonbable OJI Moryt kakoe-To
BpeMsi HaOMIOJaThCsl Y TEpamneBTa IO TOBOAY OCTPOTO PECHUPATOPHOTO
3a00JIeBaHus1, aHTUHBI, 3a00JI€BaHNS TTE€YCHH, TTOYEK, aHEMUH; Y NH(PEKITMOHUCTA
M0 TOBOJAY TeMaTUTa, MEHUHTUTA WM KOXKHBIX BBICHIMTAHWN WH(EKITMOHHOTO
reHe3a; peBMaTojiora, XHpypra, TpaBMaTojora Mo IMOBOAYy OoJeil B KOCTSX,
CyCTaBax, MBIIIIIAX; y CTOMATOJIOTa M0 MOBOY THIEPIUIACTUYECKOTO THHTUBUTA
WIM CTOMAaTUTa; y JepMarojiora IO TMOBOAY KOXHBIX OOpa30BaHUU WU
BBICBIMIAHUM; Yy HEBPOIATOJIOra IO IOBOAY TOJIOBHBIX OOJIel, HapyIICHUS
GyHKIMM HEPBOB, HApYIIEHUS MO3TOBOTO KPOBOOOPAIEHHUS; Y OKYJIHCTa IO
MOBOJIY TAJCHUSI 3PEHUS, TUIUIONHUM;, a TakKe y MyJIbMOHOJIOra, KapauoJjora,
HedpoJsora Uiy y JII000ro y3KOro CeluanucTa.

Kimanka

KnuHuyeckass kapThHa OCTPBIX JIEHKO30B pa3zHOOOpa3Ha, 00yCIOBJICHA
CHU)KCHUEM BBIJICJICHUE 3I0POBBIX KJIETOK KPOBUM M HMH(OWIbTpAIMed OlacTHHIMU
KJIETKAMU BHYTPEHHMX OpraHOB, TKaHed U mepudepruyeckor KpoBU. Bwiaenstorcs
CTICAYIOUME KIMHUYECKUE CHHIPOMBI. TUIEPIUIACTUYECKUI CHHIPOM, CHHAPOM
OIMyXOJIEBOM HHTOKCUKALMK, WMMYHOJCPUIIMTHOE COCTOSHUE, aHEMHUYECKUI
CHUHAPOM, TEMOPPArnYeCcKue MPOSBICHUS IO METEXUATBLHO-TIITHUCTOMY THITY H
MIPU3HAKH MIOPAKCHUS BHYTPEHHUX OPTaHOB.

T'unepniacmuyueckuti cuHOpom TIPOSBISETCS TAKUMHU CUMITTOMAaMHU:

*  JlumdoanenonaTus - ypennueHue nepudepuieckux TMmMEpaTHIeCKux y3JI0B
BcTpedaetcs B /5% ciyuaes ripu OJIJI u 3nauntensHo pexe nmpu OMIL. Tak xe,
MOTYT YBEJIIMYMBATBCSA IEHTpPajbHbIC (BHYTPHUOPIOUIHBIE W BHYTPHUTPYIHBIC)
TUM(DATUYECKHE Y3IIbI.

*  T'emarocmieHomeranus — yBeTUYECHUE IEYCHH U CEIE3EHKN BCTPEUaeTCs Ipr
OMJI B 50% cirygaes u ipu OJIJI 75% cygaeB. YBenuueHnue cene3eHKH 0ObIYHO
HE BBIPAKXEHO MPH MUETOWIHBIX JICHK03aX, HO MOXET ObITh 3HAYUTEIBHBIM, C
6omsimMu B 1eBoM 60Ky mipu OJLJL.

*  Occairuu — 3To pacpocTpaHeHHbIE 00N B TPYOUaTHhIX KOCTSX, KOCTSX Ta3a,
NO3BOHOYHHKE, pedpax, B IpyauHe u BcTpeuaercss y 25% OonpHbIX. bonmu B
TpyIMHE MOTYT UMUTHPOBATH OCTpPhIE KOPOHAapHBIE OOJHM, U OOJBHBIE B ATOM
cllydaeé C OCTPbIM KOPOHApHBIM CHHAPOMOM MOTYT TIOTMaaaTh B
KapAHOJIOTHYECKOe OTJeNIeHrne. bou B KPYMHBIX CyCcTaBax ¢ UX OTEKOM, YacTO
CBS3BIBAIOT C HECHEIU(UUECKHM apTPUTOM WM PEBMATOMIHBIM apTPUTOM.
Occanrun 00YyCJIOBJICHBI 3PO3USIMU KOCTEH WJIM BOBJICYEHUEM B JICMKO3HBIN
WHOWIETPATUBHBIN TPOIECC HAAKOCTHHIIBL.

 IIpu OMIJI pa3BuBaeTCs runepIuia3usi J€CeH U CIU3UCTOM KEIyJO4HO-
KHUIIIEYHOTO TpakTa, OOyCIOBJICHHAs WHQPWIbTpalvel OJACTHBIMHU KIIETKaMHU.
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BonbHble kanyroTcs Ha OOJIM B I€CHAX, UX MOBBIIICHHYIO KPOBOTOUHUBOCTH MPH
YUCTKE 3yOOB M MHOT/AA JTUTEIbHOE BpeMsl HaOJI01at0TCsl Y CTOMATOJIOra.
*  Tlopaxenue nentpansHoit HepBHOU cuctembl (LIHC) npu OJI HazwpiBaeTcs
Hetiponetixo3. Berpeuaercs npu OJUI B 5-20% ciyuaes, mpu OMJI B 5% ciydaes,
pyu MOHOOJACTHOM Jieiko3ze 3-22%, mpu MHETOMOHOOJIACTHOM JIEHKO3€e
(waBepcus 16-if xpomocombl) B 25-35% cmyuaeB. I[lopaxkenue ITHC wame
HaOmogaeTcst y OONBHBIX C BBICOKMM YpPOBHEM JIAKTaTACTUAPOTEHA3bl B
ChIBOpOoTKe KpoBU [53]. HeiiponelikeMuss y HEKOTOPHIX IallUEHTOB
OOHaApY>KMBAETCSI TOJBKO MPU HCCIEAOBAHUU KJIETOYHOTO COCTaBa >KUIKOCTH
CIIMHHOTO MO3ra, KommbioTepHoil Tomorpadguu (KT), marHuTHO-pe3oHaHCHOMN
tomorpadun (MPT), T.e. He BbIABIACTCS KIMHMYEeCKU. Heitposneiikos
MPOSIBIISIETCSl CUMIITOMAaMU MEHMHTHUTAa WM CHUMITOMaMH, OOYCIIOBJIEHHBIE
MOBBIIICHUEM BHYTPHUEPEITHOTO JaBJIEHUE: TOJIOBHAsl 0OJib, TOIIHOTA, PBOTA,
COHJIMBOCTb, IOPAKEHNEM YEPETIHBIX HEPBOB.
*  Cpeuu¢uueckoe MNOpaKEHHE KOXH B BHJIE JE€UKeMUOO8 TPOSBIACTCS
VIUIOTHEHUSMH, Y3€JIKaMH, ChIIH KOXH Y OO0JIBHBIX C OCTPHIMA MOHOOJIACTHBIMU
JIEMKO3aMH, MUEJIIOUTHBIMA capkomaMmu. Berpedaercs B 10% ciydaes.
e ConuTapHbl€ OITyXOJIEBBIE OYATU C MOPAKEHUEM KOXKHU, KOCTEH, MOJIOYHBIX
JKeJe3, KUILIECYHHKA, MEYEHHU, OPraHOB MaJjior0 Ta3a MOTYT BCTPEYaThCS MpPH
MUENOuAHON capkoMe. [losBiieHne 3TUX CONIUTApPHBIX 0YaroB 0J1IacTOB (XJIOPOM)
MHOT/Ia ONepekaeT pocT 0JaCTOB B KOCTHOM MO3T€ Ha HECKOJIBKO HE/IEIb.
. Y manpunkos, crpamarommx OJUJI B 10-25% cimydaeB MOXKET pa3BUBATHCS
noBpexkyieHue simuek. KimHudeckuid mposiBisieTcs: OO0JIE3HEHHOCTBIO, OTEKOM,
YBEJIMUYEHHEM B pa3mepax.

HnmoxcukayuonHviii CUHOPOM:
*  TloBeimenue Temieparypsl 0e3 npusHakoB uHdpekiuu (50-70% ciaygaes).
JInxopaaka 0OycCIIOBJI€HA BIMSHUEM SHAOIC€HHOTO MUPOTreHa, IPOAYLUPYEMOTO
OJIACTHBIMU KJIETKAMHU.
e CHmxenue Maccsl Tena Berpevaercs y 20-66% maueHToB.

Hmmynnogeouyumuoe cocmosinue:
*  y 10-20% GoiBbHBIX pa3BUBAIOTCS WH(MEKITNU PA3TMUYHOTO TeHE3a,;
*  BO30yauTeNsIMU MH(GEKIIMU MOTYT ObITh OAKTEPHUH, TPUOKU U BUPYCHI,
*  MOpaXeHHe POTOBOM MOJOCTH, OOJM B TOpJe€ MOrYT ObITh OOYCIOBJIECHBI
KaHJIUJIO3HBIM MOPAKEHUEM CIM3UCTHIX WM reprnecoM Ha (hoHEe HapacTarouen
HEUTPOIICHNH;
*  pa3BuTHE MHQPEKIHUOHHBIX  OCJIOKHEHHH  OOYCIOBIEHO 3a  CYET
UMMYHHOAC(PHUIIUTHOTO COCTOSIHME, Ha (OHE YrHETEeHHE HOPMAaJIbHOTO
reMOI10932, B T.4. TPAHyJIOIUTAPHOTO Psiia BCIASACTBUE OJIaCTHOU MHPUITBTPAIIHIA
KOCTHOT'O MO3ra.

I'emoppazuueckuti cunOpom:
*  MeTeXuajbHas ChIb U YKXUMO3bI HA KOXKE;
*  HOCOBBIE, IECHEBbIE (0OCOOCHHO NP YUCTKE 3yOOB), MATOUHBIE, JKEITyI0UHO-
KHIIICYHBIC, MOYEYHbIE, JIETOYHbIE KPOBOTEUEHHSI 00yCIIOBJIEHBI

TpoMOOIMTOTIEHUEN (TPOMOOLIMTHI KPOBU MEHBIIIE 50x109/n);
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* uHorja mnepBbiM TmposiBieHueM OJI MoxeT ObITb OCTpPOE HapyIICHHE
MO3TOBOT0 KPOBOOOpAIIEHUsI IO FeMOpparuyeckoMy TUMY (Yaie Mmpu OCTpOM
MPOMUEIIOIUTAPHOM JIEWKO3€) WIM MO0 HUIIEMHUYECKOMY THUMY (IpU OCTPOM
MOHOOJIACTHOM M MHEJIOMOHO-01acTHOM Jieiko3e, OJIJI ¢ runepiaekouuTo3om);
* y OOJIBHBIX C OCTPBHIM TPOMHUEIOIHUTAPHBIM JIEHKO30M T€MOPpParuyeCcKuid
CUHAPOM SIBIIICTCS BEAYIIUM U TPOSBIICTCS BBIPAKEHHBIMU KPOBOTCUCHUSIMH,
WHOTJIa OmacHbIMH Juisi ku3HH. COOTBETCTBEHHO, Tpu 3ToM Buae OMIJI
HaOJMIOMaeTcsl  BBICOKAsh  4acTOTa  BCTPEYAEMOCTH  CHHJIpOMAa  OCTPOTO
JTIMCCEMUHUPOBAHHOTO BHYTpUcocynuctoro ceepteiBanus (IBC cunapom).

AHemuueckuii CUHOPOM:
* 1pu OJI anemus pazBuBaetcsa B 50-80% ciyuyaeB. HopMoxpomHasi aHeMus
UMEET CMENIaHHBIM TeHe3: HapylieHne (QYHKIMH HOPMAJIBHOTO SPUTPOUITHOTO
POCTKa M BCJICACTBUE TEMOPPArudecKOro CHHIAPOMA;
*  CUMNOTOMBI AQHEMHHU TMPOSBISAIOTCS OJICTHOCTHIO KOXHBIX TTOKPOBOB,
YTOMJIIEMOCTBIO,  €1a00CThIO,  HEJOMOTaHWUEM, TOJIOBHBIMU  OOJSIMH,
TOJIOBOKPYKEHUEM, OJIBIIIKON M TaXUKaAPAUEH IPU HE3HAUYNTEIHbHON (PU3UUECKOi
Harpyske,
*  IIPH TSOKETIOW CTETICHH aHEMUH MOTYT Pa3BUBATHCS OCIIOKHEHHSI CO CTOPOHBI
CEPIICYHO-COCYTUCTON CHUCTEMBI B BHJIC TaXUKAPAWH, TUIIOTOHWUH, HAPYIICHHS
pUTMa ¥ TIPOBOASAIICH CHCTEMBI CEP/INIA;

Hapywenus co cmoponst 6nympeHnux opeamos:
*  JlpixarenpHas cucTeMa: peCHUpaTOPHBIE PACCTPOUCTBA Pa3BUBAIOTCS IPU
TUMEPIESHKOIIMTO3aX HM3-3a CTa3a MHOXKECTBO OJIACTHBIX KIIETOK B KamWJUIApax
JETKUX,  KPOBOMBIUSHUAX B  TAPEHXUMY  JIETKUX  OOYCJIOBJICHHbBIC
TPOMOOITUTOTICHHUEH, UHDEKITMOHHBIX BOCTIAJTUTEIHHBIX mpoleccax.
KnuHauueckre TpU3HAKU: OJBIIIKA, YYBCTBO HEXBAaTKU BO3JyXa, CYXOW H
BJIQKHBIA KallleJh, THIOKCEMHUS, THUIEPKAMHHUSA. B TSKENbIX Clydasx MOXKET
UMETh MECTO PEeCIUPATOPHBIN JIUCTPECC-CHHAPOM JIETKUX C BBIPAKCHHOMN
TUTIOKCEMUEMN.
*  CepuaeuHo-cocyaucCTasl cUCTeMa: HapylieHus: GyHKIUU cepana y O0IbHBIX
OJI yame  oOyclOBIEeHB HE  JIGUKEMUYECKON  MHUIbTpaluer, a
JTUCMETA0O0IMYECKUMHA | DJIEKTPOJIMTHBIMU HapylleHusMHu. boibiyio posb
UTpaeT TaKXKE AaHEeMHYECKHH CHHIPOM. AHEMHUS y JIMII C COIMYTCTBYIOIICH
UIIIEMUYECKOM OOJIE3HBIO Cep/illa HOCUT MHOTA YIPOXKAIOUIUHN KU3HU XapaKTep
U TpeOyeT HEMEIJICHHOTO TePETMBAHUS D)PUTPOIIUTAPHON B3BECH.
*  JKemymo4yHO-KHIIIEYHOTO TPaKT: TMPU3HAKKA TOPAKCHUS IKEITyIO0YHO-
KHIIEYHOTO  Tpakta y  OompHBIX  OJI  mposBisrorcss Ha  ¢GoHE
XUMHOTEpaIeBTHYecKoro JyedeHus. ucdarus, 6onmm mpu riioTaHuM, OOIU B
AMUTACTPATILHON 00JIACTH, KHUIIIEYHBIE KOJMUKH MOTYT OBITh TPOSBICHUSIMHU
cneruuyeckod  MHOUIBTpAM  OJACTHBIMH  KJIETKAMH  CIIM3HCTHIX,
pPErMOHApPHBIM TOPAKEHUEM JMM(ATHUECKUX Yy3710B W JIUMQPOUIHON TKAHU
KHUIIIEYHUKA, JCHKOCTa30M M HapYIICHUEM MUKPOUUPKYISIUU. Y 5% OOIbHBIX
BO3MOYKHO Pa3BUTHE IUAPEU U TAPAPOKTHUTA.
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*  MoueBbIBOAsIIAs CUCTEMA: OCTpas MOYEUYHAsT HEAOCTATOYHOCTh JO Hadalia
Tepanuu pa3BuBaeTcs peako. Ho, y B3pocibix O0JNBbHBIX B aHAIM3aX MOYU YaCTO
BCTPEUYAIOTCS JIEUKOLUTYPHS, SPUTPOLUTYPUS U TMPOTEUHYPUS, CBSI3AHHBIE C
XpOHUYECKON HWHGEKIMed MOYEeBBIBOAAIMX myTer. Tak ke, Moryr
NpPUCYTCTBOBAaTh OONMM B 00JAacTH TOYEK, YYAIIeHHOE MOYEHCIyCKaHue,
OTEYHOCTH BEK.

Hapywenue memabonusma:

*  DTOT CUHAPOM pa3BUBAETCA BCJIECACTBUE KPOBOTEUECHHUSI, aHEMUU, UHPEKIIUU
M OINYyXOJEBOW HHTOKCUKAIMM OpPraHM3Ma HAKOIUICHHEM OCTaTOYHBIMU
IPOAYKTaMH HEIIPABHIILHOIO OOMEHA B TKaHIX, KpOBH M Jumde [56].

* Ilpum ocTpoM JIeWKO3€ YBEJIMYMBAIOTCS ITOKA3aTEIM MOYEBOW KHUCIOTBHI,
OCOOEHHO TIpM [WTO3aX. Pa3BhIBIIASCS THUMCPYPUKEMUS TPUBOJANT K
BO3HMKHOBEHUIO MOAArPhI, OCIOKHAETCA HepponaTuel BCIeACTBUE HAKOIIIICHUS
B MOYKaX KPUCTAJIJIOB ypara.

Ocobennocmu y NONCUNILIX TH0O0Cl.

B xnunndeckoit kaptune OJI y moxkuibIx O0JbHBIX B KIMHUKE TPe00IagatoT
CUMIITOMBI COITYTCTBYIOIIUX XPOHUYECKUX 3a00JICBaHUM, TEYEHHE KOTOPBIX
PE3KO YXYIIIAETCsS MO MEpEe YBEIMYEHHs OJIACTHBIX KJIETOK M YMEHBIICHUS
HOPMAaJIbHBIX POCTKOB KPOBETBOPEHHS.

2. OCTPBIA MUEJIOBJACTHBIN JIEMKO3

2.1 Onpenenenue OMJI

OcTpblii  MHUENOONACTHBIM JIEWKO3 — 93TO KIOHAJIBHOE OIyXOJEBOE
3a00ieBaHUE KpPOBETBOPHOW TKaHW, CBSA3aHHOE C MyTallMedl B KIETKe-
MPEAIIECTBEHHUIIE TIeMOI033a, CIEACTBUEM KOTOPOM CTAaHOBUTCSA OJIOK
mudpepeHIUpOBKH U OECKOHTPOJIbHAS Tpoiaudepanuss He3peablX MUETOUIHBIX
kieTok [11].

2.2 Knaccupuxauus OMJI

OcnoBuas knaccuukanus OMJI no DAb, npennoxennas B 1976 .
rpynmno (QpaHily3cKux, aMepuKaHCKUX M OpuTaHCKUX TemarojoroB [13] u
JIEIUTCS Ha TIOJTUIIBI B 32aBUCUMOCTHU OT BHJIa OJACTHBIX KJIETOK: MUEIO0JIACTOB,
MIPOMHUEIIOITUTOB, MOHOOJIACTOB, IpUTPOOIACTOB, MerakapuoOaacToB (Tabmuiia
1). B ocHOBy KiacCHpHUKAIMK OBLIH TOJOXKEHBI MOP(OJOrHUECKHE,
[IUTOXUMHUYECKHE 1 UMMYHO(PEHOTHITMYECKUE OCOOCHHOCTH JICMKO3HBIX KJIETOK.
DTO MO3BOJIMJIO OMPEACTATh JIMHCHHYIO TPHHAIICKHOCTh JCHKO3HOTO KJIOHA
(Muenounnas, B- u T-numdouinas), BRIIETATh UX MOJBAPUAHTHI.

Ha cmeny ®Ab-knaccudukanuu npunuia kinaccuduxanus BO3 2001 r.

[19], koTopast B manmpHeimem Obuta mepecmorpena B 2008, 2016 u 2022 rr.
[7,38,40,43,51,66,67].
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Kuaccupukanust octporo Muesio01acTHoro Jieiikoza mo BO3 2022r.
1) Octpble MHETOONACTHBIC JIGHKO3bl C TMOBTOPSIOIMIMMUCS TEHETHUYCCKUMH
aHOMAJIUSIMHM C yBEJIMUYEHUEM OJacTHBIX KieTOK Ooisiee 10% B KOCTHOM MO3Te
u/unu B nepudeprudecKoil KPOBH.
OMIJI (mpomuenouutapusiii) c PML-RARA
«  OMIJct(8;21) (922; g22.1); RUNX1-RUNXI1T1
*  OMJcinv(16) (p13.1q22) wm t(16;16) (p13.1; g22); CBFB-MYH11
«  OMJct(9;11) (p21.3; 923.3); MLLT3-KMT2A
«  OMIJIct(6;9) (p23; q34.1); DEK-NUP214
«  OMJcinv(3) (g21.3926.2) wm t(3;3) (921.3; 926.2); GATA2, MECOM
*  OMIJI (merakapuobmactabiii) ¢ t(1;22) (p13.3; q13.3); RBM15-MKL1
«  OMJIct(9;22) (g34.1; q11.2) / BCR-ABL1
*  OMJI ¢ mytupoBanHbiM NPM1
. OMIJI ¢ npyrumMu peAKUMU MOBTOPSIIOIIMMUCS TPAHCIOKALASIMU
*  OMIJI ¢ myrauumeit Buytpu bZIP CEBPA.
2) OMJI (>20% 6nactoB B KM unu 1K) nnn MuenoauciiacTHIeCKui
cuaapom/OMIJI (10-19% 6mactoB B KM wnnu I1K):
*  OMJI c myranuei TP53;
. OMUJI ¢ reHHBIMU MYTallMSIMHU, CBI3aHHBIMU C MUEJIOIUCILIA3UEN
Onu onpenemnstores myTtarusimu B ASXL1, BCOR, EZH2, RUNX1, SF3B1,
SRSF2, STAG2, U2AF1 w/unu ZRSR2
*  OMJI c UMTOr€HETUYECKUMU aHOMAJIUSMHU, CBSI3aHHBIMU C
MHUEJIOAUCIIIIA3UEN
*  OMIJI He knaccuuIMpPOBaHHBII
3) MuenoniHas capkoMa
4) Muenouansie mponudepanuu, cBI3aHHble ¢ CUHApoMoM JlayHa:
. [Ipexoasmuii aHOMaJIbHBIA MUEJIOIN033, ACCOLUUPOBAHHBINA C CHHAPOMOM
HayHa,
*  MuenouaHbli JEHKO03, aCCOLIMMPOBAHHBIN ¢ CHHAPOMOM JlayHa.
5) HoBooGpa3oBanue u3 0JaCTHBIX TIA3MOIUTOUIHBIX ICHIPUTHBIX KIIETOK
6) OJI HeonpeaeneHHOTO JIMHEHHOTO MPOUCX 0K ICHHSI
*  Ocrtpsriit HenuQhepeHITMPOBAHHBIN JTEHKO03
*  Ocrtpsiii neiiko3 ¢ 1(9;22) (q34.1;911.2) BCR-ABL1+
e Ocrpslii neiiko3 c¢ t(v;11g23.3); c nepectpoiikoit KMT2A
. OcCTpBHIii JIEHKO3 CO CMEIaHHBIM (PeHOTUIIOM B/Muemon bl
HEYTOYHEHHBIN
e OcTpplil JIeWKO3 CO CMEIIAHHBIM (eHOTUIIOM T/MHETOuAHBIN
HEYTOYHEHHBIN

OMJI ¢ myranusamu FLT3.

OMUJI moryt otHOCUTCS K Kateropun «OMJI ¢ n3MeHeHUs MU, CBA3aHHBIMU
C MMEJIOIMCILIAa3ue», €CIIHU:
1)  20% 6acTHBIX KJIETOK B KOCTHOM MO3T¢ WK MepudepruuecKoil KPOBH;
2) B aHaMHe3e MHUEIOAUCIIIIACTUYECKUHN CUHIAPOM 50041 HHOE
MuenonpodpepaTuBHOE 3a00JI€BaHUE;
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3) CyIIECTBYIOT IIMTOTEHETHYECKHUE AaHOMAIIMU, AacCCOIMUPOBAHHBIE C
MUEJIOIUCIIIIA3UECH:

* KOMIUJIEKCHBIN KapuoTHM (3 XpOMOCOMHBIX aHOMAJIUU U OoJiee)

» HecOamaHcpoBaHHbIC niepecTporiku: -7 wim del(7q); -5 wim del(5q); 1(17q)
wim t(17p); -13 wmm del(13q); del(11q); del(12p) or t(12p); del(9q);
idic(X)(ql13);

» cOanaHcupoBaHHBIC TepecTpoiiku (TpaHciaokamuu): t(11;16)(q23;p13.3);
t(3;21)(926.2;922.1); t(1;3)(p36.3; g21.1); t(2;11)(p21;q923);
1(5;12)(g33;p12); 1(5;7)(933;q11.2); t(5;17)(q33;p13); 1(5;10)(q33;921);
t(3;5)(925;934).

4)  MyJNbTHIUHEHHAS TUCIUIA3HS;

5) OTCYTCTBYIOT «YCTOWYHMBO BBISBIIIEMbIE XPOMOCOMHBIE AaHOMAITUI;

6) pamee He mnpoBomwIach xumuorepanus (XT) mo mOBOAY IPYroro
3a00JIeBaHUS.

OMUJI, xak apyrue MUEJIOUJIHBIE OMYXOJIM, BO3HUKIIKUE BCJIEICTBHE PaHEe
nposoguMoit X T no moBoy npyrux 3adoseBaHuit, B otensuyto Gopmy OMJI He
BhIIIENSIOTCS [7].

B Kazaxcrane wu3-3a He HMEHHS PYTUHHOTO KapUOTUIIMPOBAHUS W
MOJICKYJIIPHBIX ~ T€HETHUYECKHX  MCCIENOBAHUNA  MyTallMM  KIETOK, [0
CETO/IHAILIHEr0 JHS HE UCHOJB3YEeTCsl IMTOreHeTndeckas kinaccugukanus BO3.
A, npumensierca ppanko-amepukaHo-oOputanckas (FAB) kimaccuduxanus 1976
rojaa, KOTopas IepecMoTpeHa u fononsesa B 1991 rony.

Ta6nunal - Knacendpuranua OMJI no FAB

HHoaTnn OMUJI HasBanmue

MO ¢ Heand hepeHInpPOBaHHBIMU OJIACTHBIMU KJIETKAMH
M1 MHeN00acThl 0€3 MPU3HAKOB CO3PEBAHUS

M2 MUEN00JIacThl ¢ IPU3HAKAMU CO3PEBaHUs

M3 OCTPBIN IPOMHUEIIOLUTAPHBIN JIEHKO3

M4 OCTPBIN MUETIOMOHOLUTAPHBIN JIEHKO3

M5 OCTpPbIIl MOHOLIUTAPHBIN (MOHOOJIACTHBIN) JIEHKO3
M6 OCTPBII SPUTPOIEHKO3

M7 OCTpBIN MerakapuoOJIacTHBIN JeKo3

[Ipu paszbope maroreneza OMJI 3abosieBaHWE HAYMHAETCS BCJIEICTBHE
KOHKPETHOM MyTallMM TE€HOB KIETOK TE€MOMNO033a W  ACCOLMUPOBAHO
XPOMOCOMHBIMHM aHOMaJIMsIMU. Hampumep, mpu OoCTpOM MNPOMHUETOLUTAPHOM
neiikoze (M3) ompenensiercss Tpancimokarmst — t (15;17). Ilpu M3 Bapuante
HAIMYME JEJEUUU JUIMHHOTO Iuieda 5 U 7 XPOMOCOM SBJISIETCS MapKEepOM
HeOmaronpusiTHoOro teuenus 3adonesanud. [Ipu MO, M1, M2 Bapuantax OMJI
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qaimre BcTpedaeTcs Tpanciokamus t (8;21), a xpomocomnas mytamms inv 16
HaOmomaetcs npu Bapuantax M4 u MS. [Ipu OMJI BciencTBre reHeTUYeCKux
HapyLIEHUH U3MEHSIETCS UMMYHO(EHOTHUIT TAKUM 00pa3oM:

* npu M1, M2, M3, M4, M5, M6, M7 Bapuantax OMJI skcnpeccust CD13,

CD33;

« CD34 »>kcmnpeccupyercs nipu HeauddepernupoBanaoM Bapuante OMJI;
* CD11b, CD14 skcupeccupyroTes Ipu Bapuantax M4, MS.

2.3 I'pynnbl pucka OMJI
Kpumepuu nusxoeo pucka

1.1(8;21) (922;022.1); RUNX1-RUNX1T1;

2.1nv (16) (p13.1922) wmu t (16; 16) (P13.1; g22); CBFB-MYH11;

3. Mytammus NPM1 6e3 FLT3 -ITD unu ¢ FLT3 —ITD;

4. NzonupoBanHas OuamnensHas mytanus CEBPA.

Eciu y GonpHOoro ¢ OMJI oOHapyx)uBaeTCsi TOJBKO OJHA TeHEeTUYecKas

MyTalus, To oH auddepeHIpyeTcs B TPyIIly HU3KOTO PUCKA.
Kpumepuu 6vicoxoeo pucka pa3BUTHS PELUINBA.

1. ITpu Hanuyuu 2x u 60J€€ XPOMOCOMHBIX aHOMAJIHUH;

2. Eciii He 1OoCTUTHYTa pEMUCCHS TOCIIE NIEPBOT0 UHAYKIIMOHHOTO Kypca.

2.4 Nuarnoctuka OMJI

VYuuteiBas HecnienuPUUHOCTh KIMHUYECKUX nposiBiieHuit OJI, muarnoctuka
MPOBOJAUTCS C TOMOIIBIO TA0OPATOPHO - HHCTPYMEHTAIBHBIX UCCIICIOBAHUIA.

I'emoepamma. B obmem ananuze kpoBu (OAK) mosBisitoTcsi GiacTHbIC
KJICTKH, Pa3BUBAIOTCS HOPMOXPOMHAs aHEMHUS W TPOMOOIMTOIICHHS Ha (PoHE
YIrHETCHUE  JIEMKO3HBIMU  KJIETKaMH

METAaKapUOLUTAPHOTO pOCTKOB B KM.

[Tpumep remorpammel ipu OJI:

Oputporutsl — 1,9%10712/n

I'emorno6usn — 60 r/n

I{BeToRroii mokaszarens — 0,94

Perukynorutst — 0%

Tpom6Goruts — 72 x10%1

JleiikoruTsr - 87 *10°%/n

bractabie kinetku - 85%

Do3uno¢uisl — 0%

bazodmer — 0%

Heitrpodumnst — 12%

Jlmmdormter — 3%

Mownomuts! — 0%

COD —43 mm/g
3aknrodeHue: Onactemus, JEHKOIUTO3,
TsDKeNass ~ aHeMHs, TPOMOOIMTOICHHUS,
yckopenue COD.

HOPMAJIBHOTO  3PUTPOUJIHOTO U

Pucynok 6 - Ma3ok kpoBu™

B mazke crmoms MOpQOIOrHIecKH
HenudpepeHmpyembie KJIETKH
MPEAIIECTBEHHUIIBL.

*Pucynok B3saT u3: gematologicheskiy_atlas_Lugovskaya 2011.pdf
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[Io ypoBHIO JNEHKOUMTOB B remMorpamme BblaensitoTess (opmer  (W.
Dameshek, 1958 r.):
* JIeHKeMHUYECKHE — JICHKOIUTHI 0osbine S0*10%/m;
* cybueiikemuueckue —neikoruTsl ot 10%10%1 mo 50%10%;
* ajelKeMHYecKue — JeHKOIMTHI MeHbIIe 5*10°%/71;
* JICHKOIIEHUYECKHE — KOIMYECTBO JIEHKOIMTOB MeHee 4*10%/1.

Axnerikemuueckasi popma OJI —3T0 KOrma HECMOTPS HA HATMYME TUITUYHBIX
n3MeHeHui B Buje Omacro3a B KM, B IIK mokasarenu JIGWKOIMTOB B Mpeaeiiax
HOPMBI WJIM HECKOJIBKO CHUKEHBI.

B 3aBucMMOCTH OT CTENIEHH YBEIIUUCHUS YPOBHS JICMKOIUTOB JICSATCS Ha:

* YMEpPEHHBbIN JEHKOUUTO3 — YBEIMYEHUE YPOBHS OT HOpMBI 1 10 15000;

* BBICOKHUH JEHKOLUMTO3 — Muana3oH ypoBHs ot 15000 u go 50000;

* TUIEPIECHKOLMTO3 — YPOBEHb KOHIeHTpauuu npessbimaer 50000.
B neiixonurapHoit hopmysie MOKHO HAOIIOATh «IEMKEMUUYECKHUM POBa», UYTO
03HAYaeT OTCYTCTBUE MPOMEKYTOUYHBIX KIETOK (KJIETKH MEXIy OyiacTamMu |
3peNbIMU KJIETKaMU KPOBH).

Muenoepamma (yHKIMST KOCTHOTO Mo3ra). llpu 1muTomoruueckom
uccnenoBanun KM pexkoMeHnyeTcs MpoBecTH Mojcuer Ha He MeHnee 500
AIpOCOJIEpKaIUX KJIETOK B Maske. llpu octpom muenobiacTHOM JieHKo3e
OJacTHBIC KJIETKH cOCTaBIsOT 20% 1 O6osee (pUCYHOK 7).

PucyHok 7 - BiacTHbIe KJIeTKH B KOCTHOM MO3re™

B maske noMuHHpYIOT MOP(OJIOTUYECKH HEpPaCIO3HABAaEMbIC KJICTKU (paHHHE
npeauecTBeHHUKH). Tak jxe, HaboaeTcst yrHeTeHue HOpMaJIbHOTO IeMoI1073a,
T.€. DPUTPOUAHOIO, TPAHYJIOLMUTAPHOTO U MEraKapHOLUUTAPHOTO POCTKOB.
[TyHKIIMI0O KOCTHOTO MO3ra HEOOXOJMMO BBIMOJHATH BO BCEX CIydyasx MpH
noaospenuun Ha OJI.

Tpenanobuoncus. Beimonnenue tpenanoouoncuu rmpu OJI He obsi3aTenbHas
nporeaypa. Mcmonb3yercss peiko, TOJbKO B CIyYasX «CyXOro» MpOKOJIa WIIH
ckyaHoro ma3zka KM.

Onekmponrumsi. 'UniepypuKkeMuss HW YBEIUYCHHE MOYEBON KHCIIOTHI
HaOmonaTes y 60sbHBIX ¢ OJI, 0coOeHHO Tpy OOJIBIIMX OMYXOJIEBBIX Maccax.

*Pucynok B3saT u3: gematologicheskiy _atlas_Lugovskaya 2011.pdf
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Bcnencreue oTiokeHus ypaTHBIX KPUCTAUIOB B KaHATbITAX HE(POHOB Pa3BUBACTCS
MOPAYKEHUE MOYEK BIUIOTH J0 Pa3BUTUE OCTPOM TTOYEYHOM HEIOCTATOUHOCTH.

W3  3HEeKTPOJUTHOTO HAPYIICHHS  BCTPEYAIOTCS  THIEpKaIbIIMEMUs,
runokanbieMuss u  runepdocdaremuss  00yCIOBIEHHBIE  MOBBIILIEHHBIM
KJIETOYHBIM pacnajoM Ha (oHe 1UTO3a W KIMHUYECKUH TPOSBISIOTCS
CyJloporaMu, HapyIIeHUsIMUA pUTMa cep/Ia.

buoxumuueckue ananuzvl. Y MHOTUX MAUUEHTOB C TUIEPICUKOLUMUTO30M B
OMOXMMHYECKOM  aHajdu3€ KpPOBH  BBIABJISIETCS  MOBBIIICHUE  YPOBHSA
JaKTaTACTUIPOTCHA3bI. Ocob6enHo XapaKkTepHO JUISt OCTpPOro
MerakapuobiacTHOTo Jeiko3a. [lpm MuenoOmacTHBIX Jeiiko3ax Ha (oHe
TUIEPJIEUKOLIUTO3a U MPU3HAKOB JIEHKOCTa3a MOYKET Pa3BUTHCS JIAKTATALIMJIO3.
Ha ¢one mHpEKIMOHHBIX BOCTAIMTEIBHBIX TIPOIIECCOB MOBHITIACTCS ypoBeHBb C
peaktuBHoro Oenka (CPB).

Lumoxumuyeckue peaxkyuu. Ilpu OMJl omnpenensOT peakuu Ha
MHEIIONIEPOKCHIa3y WM Ha JHMNUAbl (CyJAaH dYepHbIH), HecnenuUIecKyro
screpasy u PAS (Periodic Acid Schiff) (taGnwuia 2). BeisBiieHHE MONT0KUATEIBHOM
peakiuu B OJIACTHBIX KJIETKax Ha Muenonepokcuaasy 3% u 0osee yka3blBaeT Ha
MUEJIOUJIHOE HaIPaBJICHHOCTh OIYXOJIEBOro mporecca. B MoHoOnmactax wu
MIPOMOHOITUTAX TMOJOKUTEIBHYIO pEeakInio JaeT (pepMeHT Hecnenuduueckas
actepaza. PAS-peakuus B muenobiacrax onpenensiercs B nuddy3Hom BUie, B
MOHOOJaCTaX U NPOMOHOIUTAaX B AU Py3HO-TpaHYISIPHOM, B SpUTPOOIACTaX B
BUJI€ TpaHyl Wik OyiokoB. C TOMOIIBIO HUTOXUMHYECKUX HCCIICIOBAHUI
BBIABIIIOTCS TIpuMepHO 90% caydaee OMIJI. B Hamm JOHH 3TOT METOX
UCCJIeI0BAHUS UCIIOJIb3YETCs peaKo U BBITECHEH MEeTOJaMU
uMMyHopeHoTunpoBanus 6maactoB ITK u KM.

Ta6numa 2 - [loka3aTeJd HUTOXUMHYECKOTO HCC/IeI0BAHUE BADUAHTOB
OMUJI no kaaccupuxanuu FAB

Bapuant Muenonepokcuasza CynaH 4€pHbli Hecnenmduueckast
JcTepasa
MO - - -

M1 +B>3% ciyyaes
M2
M3
M4
M5 - -
M6 - - -
M7 - -

+ |+ [+
++[+]+
]

+|+

HUmmynogpenomunuposanue (MDT). DyHIaMEeHTAIbHbIE OTKPBITUS B
OMOJIOTMM HOPMAJIbHON CHUCTEMBbl KPOBETBOPEHHUSI MOMOTJIM TMOHSThH MAaTOreHE3
OJI u cTaau BO3MOYKHBI Omaromaps COBEPILICHCTBOBAHUIO
uMMyHOpeHoTHTpoBaHus. [IpruMeHeHne B JMArHOCTUKE MOHOKIOHATBHBIX
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AHTUTENT TIO3BOJIJIO OXapPaKTEPU30BATh CTPYKTYPY M (DYHKIIMIO aHTHTEHOB, a
TaKK€ aHTUIEHOB, OKCIpPECCHs KOTOPBIX OOYyCIIOBJIEHA AaKTUBAIlUEH W
npoyindepaTUBHON aKTUBHOCTHIO KJIeTOK. DT ¢ mcnonap30BaHMEM MPOTOYHOM
UTOMETpUH sBIIsIeTCst 0a30BbIM B uarHoctrke OJI.

TouHas nuarHocTHka 3a00Ji€BaHUSI MPOBOJUTCA IyTEM HICHTU(UKAIIUU
MapKepoB Ha MOBEPXHOCTH U BHYTPH KJIETOK (Tadmuna 3).

Tabmuma 3 - Ikcnpeccusi KJIeTOYHO-MOBEPXHOCTHBIX U
HUTOIIA3MATHYECKUX MapKepoB Jjs Auarnoctuku OMJI u Jeiiko3a co
cMemanHbIM (peHoTumom mo European Leukemia Net (ELN) 2022 [7]

Junarnocruka OMJI
Mapkepbl KJIETOK -
MpEIIeCTBEHHUKOB CD34, CD117, HLA-DR
MueouIHble MapKeEPhI Huronnazmaruueckas MI10, CD33, CD13
Mapkepbl MUEJIIOUTHOTO
CO3pEBaHUs CD11b, CD15, CD64, CD65
MoHOIUTapHBIE MAPKEPBI CD14, CD36, CD64, CD4, CD38, CD11c
MerakapuouTapHble CDA41 (rnukonporeun IIb/Illa), CD61 (rmukonporteunt Illa),
MapKephbl CD36

OpUTPOUAHBIE MAPKEPHI CD235a (rnuxkodopun A), CD71, CD36

Juarnoctuxka OQJI co cMemIaHHBIM (DEHOTHIIOM
MuenonaHOe HallpaBIeHUue MIIO (npoToyHasi HUTOMETPUS, UMMYHOTUCTOXUMHUYECKOE
UCCJICIOBAaHUE WIIM IUTOXUMHUYECKasl PEaKLUs) UITH
MOHOIIMTAPHBIN psix (Hecnenuduyeckas scTepasa 1mo
nanHbM rutoxumun, CD11c, CD14, CD64, nuzonum) nin
HE MEHbIIIE ABYX MHUEJIOMIHbIX Mapkepa, T. €. CD177,

CD33, CD13

T-1uHus apkuii uTornazMatudecknii CD3 (c aHTUTenaMHu K g-11enu
CD3) unu noBepxHocTHbI CD3

B-nunus apkuii CD19 ¢ no kpaiineit Mepe OJHUM U3 CIIEYIOIINX,

SIPKO BBIp@XXEHHBIX: IuTOIUIa3MaTuyeckuit CD79a, cCD22
win CD10, nnu cna6eiit CD19 ¢ no kpaiiHeit Mmepe 1ByMs U3
CIEYIONUX, IPKO BeIpakeHHbIX: CD79a, cCD22 unu CD10
OcHosHbie Mapkepbl MOb

CD34, CD117, CD45, CD33, CD13, CD56, CD7, HLA-DR
Ecnu mononutapusie: CD64, CD11b, CD4
(IOOJTHUTEBHO)

N3-3a reteporennoct OMJI HH OJITUH MapKep HE SKCIPECCUPYETCS BO BCEX
ciaydasx. K 3agauam nMMyHO(DEHOTUTTHPOBAHUSI OTHOCSATCS

1. ycranosnenue Bapuanta OJI;

2. yrounenue BapuanT OJI mpu quarHoCcTUKe HEONPEICHHOW TUHEHHOCTH;

3. UMMYHO(EHOTUTTUYECKNE OCOOCHHOCTH JIEHKO3HBIX KIJIETOK 10 Hadasa
XUMHUOTEpANUA C LEJbI0 JajJbHEUIIEro MOHMTOPMHIA MHHUMAaJbHOU
pe3uayabHOM 00JIE3HU MOCIIE JICYEHUS.

O1eHNBaIOT SKCIPECCHUI0 AaHTUTCHOB HAa TMOBEPXHOCTH OJIACTHBIX KJIETOK
MHEJIONIHOTO psiga. MUeNonepokcuia3a — OCHOBHOM MapKep MHUEIOUIHOTO
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psama. BeisiBiasiemble aHTUTEHBI JUIsl MEelongHoro psga 3to - CD11b, CD1lc,
CD13, CDI15, CD16, CD33, CD64, CD65, CD66b, nu3omuM u apyrue.
Kak BunmHo, w3 tabmunel 4, npu pasznudHbix Tunax OMJI MHorue

MHUEIOUTHBIE
OTpULIATEIBHBIMU. A,
Merakapuo0J1acToB.

pC€akiunu  MOI'yT OBITH  Kak

AHTHUI'CHBI

HOpOFOBOM 3HAa4YCHUCM,

IIOJIOKHUTEIBHBIMH,
CD4la u CD61

TaKk H
OoIIpCACIIAIOT HWMCHHO

KOTOpPOC OLCHUBACTCA

HOJIOKUTENBHBIM MPU ONPEJIEICHUH HKCIIPECCUN aHTUTeHAa MEMOpPaHbl 0J1aCTOB,
spisiercst 20% wu Oonee kierok. [lpm ompeneneHUd IUTOMIA3MATHYECKIX

MapKepoB
JU30IIHM,

(Hampumep, IUTOIIA3MATHYECKHIA
anepuas  TdT wu  npyrue)

MIOJIOXKHUTEIIBHBIMU B KonmuecTBe 10% u Gonee [5].

OJIaCTHBIE

CD3, wuenonepokcuaasa,

KIJICTKHA CUHMTAKOTCA

Tabnuna 4 - Xapakrepucruka OMJI no ummynopenoruny [7]

Bapuant NvmyHodenoTnn JlonmoTHUTENbHBIE IPU3HAKHT
OMUJI
MO MPO+, HLA-DR+, CD13+, CD33+, CD34+, |bmactel — 90%, OnacTHas
CD117+,CD7-/+, TdT-/+ MOTTYJISITIVSI C HU3KUM 3HAYCHHEM
SS u FS, Bo3mMokHa 3Kkcnpeccus
M QOUIHBIX MapKepOB:
CD2, CD4, CD7, CD10
M1 MPO+, HLA-DR+, CD13+, CD33+, biracter — 90%
CD34+(cnabee, uem npu M0), CD117+, CD7-
+, TdT-/+, CD15-/+
MPO+, HLA-DR+, CD13+, CD33+, CD117+, [bmactel —90%, Bo3MoHa ciiabast
M2 CD34+, TdT-/+, CD15+, CD65+/-, CD11b+/- pkcmpeccus CD19
MPO+, HLA-DR-, CD13+, CD33+, CD34-/+, |[lns1 6;1aCTOB XapaKTepHBI
M3 CD117-/+, CD15+, CD2-/+ BBICOKHE 3HAYEHUS OOKOBOTO
cBeTopaccessHus (Kpome popMbI
CD2+HLA-DR-)
MPO+, HLA-DR+, CD13+, CD33+, CD117-/+, [9kcmpeccus CD2 xoppenupyer ¢
M4 CD15+, CD14-/+, CD 34-/+, CD38+, CD4-/+, [sapuantom M4EQ
CD11b+/-,CD64+
MPO+, HLA-DR+, CD13+, CD33+, CD117-/+,[KpyrmHbie 6:1acTbl, BO3MOXHA
M5 CD15+, CD14-/+, CD36+, CD11b+/-,CD11c, pxcnpeccus CD56
CDA4-/+
M6 CD235a (rmukodopun A), CD71, CD36
CD41 (rnukonpoteun IIb/111a), CD61
M7 (rmuxonpoteud [lla), CD36

Bapuant co cMmemanHbiM peHoTumnom (OndeHoTunuyecknii, OMIMHEHHbIN)

OMJI pa3BuBaercs He yacto (Bcero 2-5% ciydaes). Jlanuwii (enoTHn
OTpeNeIIeTCs ¢ HCIOJIb30BaHMEM pacueTa OajloB Mo Ikaiae EBpomeiickoit
TPYIIIBI 0 IMMYHOJIOTHYECKON XapakTepucTuke Jieiiko3oB (EGIL), mokaszan B

tabmuie 5 [67].

Lumoeenemuxa. N3yuenue XPOMOCOMHBIX HapyLIEHUN npu
3JIOKQYECTBEHHBIX OINYXOJSAX Hayaloch B Hadale XX Beka. DBeisaBieHus
XPOMOCOMHBIX MyTaluu MO3BOJIUJIO YCTAaHOBHUTh 3aKOHOMEPHOCTHU
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MOJIEKYJISIPHO-TEHETUUYECKUX HApYyIIEeHUH, HE0OXOAuMbIe ISl MOHUMAaHUS
IpOLIECCOB  MAJUTHU3AllMK,  KIOHAIBHOM  OIMYXOJIEBOM  MIPOrpeccHH,
muddepeHnanbHON TUarHoCTUKY, TPOTHO3UPOBAHKS U MOHUTOPHHTA JIEWKO3a B
npoliecce JeYSHHUs.

Tabnuna 5. UMmyHopeHoTunuuyeckas xapakrepuctuka QJI co cMemaHHbIM
denorunom [7]

Bbanisl B-nunus T-nunus MpuenonaHasi JHHHUSA
2 CD79a CD3 (cyt/m) Anti-MPO
cytigM Anti-TCR o/p Anti-Lysocyme
cytCD22 Anti-TCR v/6
1 CD19 CD2 CD13
CD10 CD5 CD33
CD20 CD8 CDw65
CD10 CD117
0,5 TdT TdT CD14
CD24 CD7 CD15
CDla CD64
[Tpu onpenenennn qByX OAJUIOB IO IBYM PA3HBIM HAMPABJICHHUSIM BepUDUIIUPYETCS
oudenorunmyeckuii OJ1

CoBpeMeHHass MOJEKYJISIpHAs AUArHOCTHKA TNPH JIEMKO3aX OCHOBaHA Ha
BBISIBJICHUSI KOHKPETHBIX T€HHBIX MYyTallui, XapaKTEPHBIX NJi1 TOTO WU UHOTO
BUAa onyxoidu. OCHOBHBIM METOJOM SIBIIIETCA MOJICKYJISIPHO-T€HETUYECKas
JUMarHoCTHKa Ha 0Oasze moiuMmepasHou 1enHod peaknuu (ITHP) ¢ anammzom
[[E€JIEBBIX YYACTKOB I'€HOB. Y CTAHOBJIEHO 0O0JIBIIIOE KOJIMYECTBO F'€HHBIX MYTaIlUH,
HaOmonaembix npu OJI. Ha ocHOBaHUM 3THX JAaHHBIX Y€ CO37aHa JieTalbHas
modekysipHas kinaccudukarpst OMJI u OJIJT [2]. XpomocoMHbie HapyIIeHHS
nuarHoctupyrotcst y 50-80% 6onbubix OJI.

Hcnonb3yroTess CTaHIapTHOE ITUTOTCHETHYecKoe uccienoBanne u FISH,
IIIIP nccieqoBaHre KOCTHOIO MO3Ta.

1. Cmanoapmmuoe yumozenemuueckoe uccieoosanue. Vimeercs: kateropus ¢
Ha3zBaHneM «OMJI ¢ yCTOHYMBO BBISIBIIEMBIMU XPOMOCOMHBIMU aHOMAIIUSIMU,
r7ie 0OHaPY>KUBAIOTCS OCHOBHBIE aHOMAJIMH B BUJI€ / TPAHCIIOKAINI 1 MHBEPCHH,
TaK K€ MX pa3Hble BapuaHTHL. {1 onpeneneHus KapuoTUia pacCMaTpUBAIOTCS
He MeHee 20 JIeWKO3HbBIX KIIeTOK B MeTadase. [Ipu MeHbIIeM KOJIMYEeCTBE KIETOK
pe3yJIbTAT CUUTAETCS HEJOCTOBEPHBIM.

Tpancnokauuu t(8;21), t(15;17) u unBepcus 16-i1 xpomocombl inv(16)
CUMTAIOTCS ONaronpusTHBIMM MYTallUsIMH, BbIsiBIeHWE MyTauui reHoB FLT3,
MLL u NRAS omeHuBaeTcsi Kak HEOJaronpusATHBIMU MoJIoMKamu [5,21].
Bepudukarus pasHbIX XpOMOCOMHBIX MYyTaIlUU MTPOBOAUTCS Il BBIOOpPA TAKTHUKU
Begenus marienta ¢ OMJI B muiane nedenus u mporHos3a 3aboneBanusi. [lpu
OOHapy>KEHUHN HEOJIArONpUATHBIX MOJIOMOK, Hanpumep, FLT3 i MmoHocomMHOTO
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KapuOTUIIA TOKa3aHa TpaHcIulaHTanusa kKoctHoro mosra (TKM) npu nepBoit
peMHUCCHU, TaK KaK JIaHHbIE MYTAllMi OTHOCSTCS K TPYIIE BBICOKOIO PHUCKa
Pa3BUTHS PEIUIUBOB.

2. FISH uccnedosanue kocmHoeco mo32a (MOJNEKYIAAPHO-OUONO0UHLECKULL
Memoo) Ha3Ha4yaeTcs Uil BepU(UKAIMU XPOMOCOMHBIX MYTAllMU B CIIydasX,
KOI/Ia pe3yjbTaT CTaHAAPTHOTO HUTOTEHETHUYECKOrO0 HCCIICIOBAHUS OKa3aJcs
OTpULIATEIBHBIM U3-32 OTCYTCTBHUS MHUTO30B WJIM UMEs BBIPAXKCHHBIC
KIMHUYECKUX U J1a00paTOPHBIX CHUMIITOMOB OMNPEIEIHICS HOpPMaIbHBIN
kapuotun. Pexomenayerca onpenenuts mytanuii NPM1, CEBPA, FLT3, uto
MO3BOJIIET OTHECTH TMAIlMeHTa K TPYIMINE BBICOKOTO, CTaHJAPTHOTO WIU
OsaronpusaTHOro pucka. Kpome myranuii, pekomenayeMboix BO3, 1uist BeaeneHus
bopM OCTpBIX JEHKO30B C PEKYPPEHTHBHIMH XPOMOCOMHBIMH HApYLICHUSMHU
(NPM, CEBPA, FLT3-ITD) B HacTosIee BpeMsl PEKOMEHIYETCS ONMpPEICIsaTh
msMmenenusa resos c-KIT, N-RAS, MLL-PTD, WT1, PTPN11, IDH1/2, TET2,
DNMT3A, IKZF1, JAK2, PDGFRB, CRLF2, EPOR, IL7R, SH2B3, LNK, TP53,
RUNX1, DNMT3A, ASXL1 [28,67].

[{uToreneTnueckre MCCIeNOBaHUS MO CTaHIapTHoOMY Mmeroay u mo FISH
HEOOXOMMO MTPOBOJIUTH B IMIEPBOI HElesIe OCIe YCTAaHOBKY quarHosa [58].

Brigensitor OJaronpusITHbIE (t(8;21)/RUNX1/AMLI;
inv(16)/CBFB/MYH11) u neGnaronpusiTHbie (MOHOCOMAJIbHBIA KapHUOTHII,
t(9;11)/MLL, KoOMIUIEKCHbIE XPOMOCOMHBIE a00epanuu W JIp.) MyTaluu.
[{uToreHeTHUECKUE HCCIEAOBAHUS TPOBOIATCS BCEM IMalMEHTaM 10 Hadaja
IPOTpaMMHOM xumuoTepanuu [48].

MouiekyasipHo-reHeTHUYeCKas XxapakTepucTuka OMJI
B Ttabnmme 6, MOXHO yBUAETh moapazaencHue OompHBIX OMIJI

OJaronpusITHOrO, MPOMEXKYTOYHOTO U HEOJaronmpusTHOrO MPOrHo3a. ITU

Ipynnbl HEOOXOAMMBI JJIsi BBIOOpAa TAKTHKM MOCTPEMUCCUOHHOTO BEICHUS

NAlMEHTOB. NPOAOIKEHUE XUMHUOTEpPANUM C MCIOJIb30BAHUEM BBICOKHMX J103

nuTapabuHa WIn UCIIOJIb30BaHNE aJIJIOTEHHOU TpaHCIJIaHTALIUU

reMOIIOATHYECKUX CTBOJIOBBIX KieToK (amioTT CK).
Takum 00pa3oM, HEOOXOIWMO OIPEACIUTh CIEAYIONME TEeHETHUYECKHE

mapkepsl [5]:

1. CKpUHUHT TEHHBIX MYTallMi N7l ONpENeNeHUs TakTUku Tepamuu: FLT3,
IDH1, IDH2 NPM1 CEBPA, DDX41, TP53; ASXL1l, BCOR, EZHZ2,
RUNX1, SF3B1, SRSF2, STAG2, U2AF1, ZRSR2,

2. Cxpununr  rennbix  nepectpoek  PML::RARA, CBFB:MYH11,
RUNX1::RUNX1T1, KMT2A peawxupoBku, BCR::ABL1, u ngp. (eciu
JIOCTYIIHBI);

3. HomomuuTenpHbIC TeHBI, pekoMeHayembie nisi TectupoBanusi: ANKRD26,
BCORL1, BRAF, CBL, CSF3R, DNMT3A, ETV6, GATA2, JAK?2, KIT,
KRAS, NRAS, NF1, PHF6, PPM1D, PTPN11, RAD21, SETBP1, TET?,
WT1.
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Bcerna Hy’)KHO XpaHUTh NEPBOHAYAIIbHBIN THATHOCTUYECKUI MaTepHall (CTEKIIO
npenaparbl Ma3ka KOCTHOTO MO3Ta, apaduHOBbIE OJIOKU TPEMaHOOUoNTaTa u
T.1.)!

B Pecnybnuke Kazaxcrtan, kK coaJeHUIO, /10 CHX MOp OTCYTCTBYIOT
3aperucTpUpOBaHHBIE HAOOPHI JJII MOJIEKYJISIPHO-TEHETUYECKUX HCCIIEI0BAHMIMA
npu OJI, X0Ts BKIIOYEHUE T€HETUYECKUX MAPKEPOB 3a00JI€BaHUS B KIIMHUYECKHE
peKOMEeHJaIMU U KiaccudUKalui JeHKo30B yxke ¢ 2016 r. oOycimoBiauBaeT
aKTyaJIbHOCTb UX CKOPEHILEro MOSBICHHS Ha PhIHKE MEIUIMHCKUX U3AEIUN JUIs
JMAarHOCTUKH.

Tabmuia 6 - MoJiekyJasipHO-TeHeTHYeckas kiaaccupuramus OMJIL, 2017r.

[7]

I'eHeTHYeckas rpynmna Moarpynmsi

biaronpusitHas t(8;21)(g22;922.1); RUNX1-RUNX1T1

inv(16)(p13.1922) uam t(16;16)(p13.1;922); CBFB-MYH11
Myrarust NPM1 6e3 FLT3-ITD wnu ¢ FLT3-ITDlow

bZIP ¢ myranueii Buyrpu CEBPA

[IpomexxyTouHas Myranus NPM1 u FLT3-ITD

Hukuit tum NPM1 ¢ FLT3-ITD (6e3 renermueckux
MIOJIOMOK, OTHOCSIIIIUXCS K HEOJIArONPHSITHBIM )
t(9;11)(p21.3;923.3); MLLT3-KMT2A

[luroreHeTuecKre aHOMAJIMHU, HE KJIACCU(DUIIMPYEMbIC KaK
ONaronpusTHBIC WK HEOIATONPHUSTHBIC

HeOGmaronpusitHas t(6;9)(p23;934.1); DEK-NUP214

t(v;11923.3); KMT2A peapanxupoBka
1(9;22)(g34.1;911.2); BCR-ABL1
t(8;216)(p11,2;p13.3)/KAT6A::CREBBP

Jlombanvnas nyukyus. Bcem OonpuHbiM OJIJI, Bcem OGombabiM OMJI
JIETCKOT0 W MOAPOCTKOBOTO BO3pACTa, a Takke B3pOCIbIM 0osibHBIM ¢ OMJI ¢
inv(16)(p13.1;q22) wmm  t(16;16)(p13.1;q22), CBFB-MYXIl,  octpeim
MHUEJIOMOHOITUTAPHBIM JICHKO30M, OCTPBIM MOHOOJIACTHBIM JIEHKO30M JOJDKHA
BBITIOJTHATHCSI  JIIOMOQJIbHAsI TYHKIIMS C  HWCCJICAOBAaHMEM JIMKBOpA IS
HCKJIIOUCHUS HEMPOJIENKO3a.

JlononnumenvHnvie 06C1€008aHUA:

- COop xasio6, anamHe3a 3a00JIeBaHUS U )KU3HHU, OIEHUTH O0IT[ee COCTOSIHUE TI0
ECOG (BO3);

- KT w/umm sapepHO-MarHUTHOPE30HAHCHAsT ToMorpadus TPYyAHOTO CErMEHTa,
OPIOIIHOTO CerMEHTa, OPTaHOB MAJIOTO Ta3a (TI0 MOKa3aHUsIM);

- buoxumuueckui aHaau3 KpOBU: TIIFOKO3a, HATPUM, KaJTui, KATbIINN, KDEaTUHHH,
acraptaTaMHHOTpaHcdepasa, anaHuHaMuHOTpaHcdepasa, menounas gocdarasa,
JaKTaTAeruporenasa, OuaupyouH, MoueBHHa, OOIIMI O€I0K, MOUYeBas KUCIOTa,
KpEaTHHUH;

- KoarynmorpamMmma: akTHBHPOBAaHHOE YaCTUYHOE TPOMOOIUIACTHHOBOE BpEMsI,
IPOTPOMOMHOBOE BPEMSI, MEXTYHAPOTHOE HOPMAJIM30BAHHOE OTHOIIICHUE;

38



- O0mwmit ananm3 Moun (remarypusi);

- [IIIP Ha BupycHBIC MHPEKIINN: BUPYCHBIE TEMATUTHI, IIATOMETAIOBUPYC, BUPYC
pOCTOrO Teprieca, BUpyc OmiureiiHa-bappa, Bupyc Varicella/Zoster, Bupyc
UMMYHOJCPUINTA YEIIOBEKA.

2.5 Knunuko — mopgostornueckue ocodoennoctu OMJI B 3aBUCHUMOCTH OT
BAPHAHTOB

MO sapuanm: ocmpwlii MuenobaIacmuslil 1euKo3 He oup@epenyuposarHulil
— nipu npoBeieHN DT 1 HUTOXMMUYECKUX PEAKLIUH TAHHBIX 32 MUEJIOUIHOTO
reMOI033a He BBIABILIIOTCA. Yalle BCTpedaeTcsl y HOBOPOKACHHBIX WM JIIOJEH
crapme 60-70 ner. bmactuele kierku 3toro tMna OMJI B 40% cnyyaes
skcrpeccupyroT CD34 (aHTUreH reMOIOATHYECKOU CTBOJIOBOM KieTku), CD38 u
HLA-DR, koTopble MOKa3bIBalOT HE3PEIOCTh OJaCTOB, YTO FOBOPUT O MIIOXOM
ucxone Oonesnu. B 60% ciuywaeB oskcmopeccupyror CDI13 u  CD33,
CBUJICTEJIbCTBYIOLIME MHUEIIOUIHBIN XapakTep KIETOK MNalueHTa. B KinHuke
NPOSIBJISIIOTCS ~ MAHIIMTONIEHHEW UM OOJNBIIOM  OMyXOJieBOM  Maccod B
nepudepruiecKoil KpOBH, B KOCTHOM MO3T€ U BHYTPEHHHUX OpraHaxX U TKaHsX.

M1 sapuanm: ocmpulii Muenodbiacmublii 1etiko3 6e3 NPU3HAK08 CO3PeBaHUs
XapakTepusyercss OOJBIIUM KOJMYECTBOM OnacTHhIX Kkietok B KM  0e3
MPOSIBIICHUS TPaHyJIoLUTapHOro co3peBanus. Berpeuaercs cpequ OMIJI B 10%
clly4aeB M yalie 3a00JeBaloT B3pocibie. B remorpamme Hab01al0TCsl aHEMUS,
TPOMOOIIMTONEHUS, TPAHYJIOUUTOINCHUS; B MUEJIOTPaMME TOTaJbHBIN 01acTo3.
Kinetounslii cyOcTpat npeacTaBieH MUeao0IacTaMu, MOXoxkue Ha TuM@oOIacThl
U MOXHO HaOJM0JaTh B LUTOIUIa3Me Najlouku Ayspa meHee yeM y 3%. B
UMMYHO(DEHOTUITUPOBAHUU BBISIBJIICTCS SKCIPECCUST MHUEIOUIHBIX AHTUTCHOB
CDI13, CD33 u He3penoro cTBojoBoKIeTOUHOTO CD34.

M2 sapuanm. ocmpulii MueaoOIACMHbLI JEUKO3 ¢ NPUSHAKAMU CO3PEBAHUSL.
Ha6mogaercs B [IK u KM yBennuenue 6mactoB > 20 % u MpoMeXyTOUHBIX
KJIIETOK TrpaHyjouutapHoro psaa > 10 %, koTopble SBISIOTCS MNPU3HAKOM
CO3pEBAHMS JIEUKO3HBIX KJIETOK. M2 BapuaHT yallle BCTPEYAETCsl Y MallMEHTOB B
Bo3pacte 60 ner u crapuie. KnnmHu4Yeckn MposBIAIOTCS MPOTrPECCUPYIOIIUMHU
aHeMuen, TpPOMOOIMTOINICHHEW W HehTporeHuend. MuenobiacTel MOXO0XH Ha
auM(po0OIacTel ¢ KPYNMHBIMHU, TPaBUIBHOM OKpyryion (opmbl KIEeTKaMH U
nagoukaMu Ayspa B nuromiasMe. Ha WMDT BBIABIAIOTCA THUNEPIKCIPECCHS
anturena CD34, menuneiinoro anturena HLA-DR u muenongueix antu- 19
reHoB (CD13/CD33 u pexe CD15). IIporuos storo Bapuanta OMJI, Takxe kak
MO u M1, kpaline nia4eBHbIM.

M3 sapuanm: ocmpwiii npomuenoyumapnwiii neiikos (OIJI). B mexanuzme
pa3BUTUS OOJIE3HU JICKUT MYyTallMsl B BHUIE TpaHcHoKamuu 1wied 15 u 17
xpomocoMm - t(15; 17) (922; ql2). B pesymprare ciausHus reHa PML,
HAXOJIAIIErocs Ha JJIWHHOM IUIede XpPOMOCOMBI 15, u reHa amb(da-penentopa
peruHoeBoii  kucnotel (RARA), nokamu3oBaHHOrO Ha JUIMHHOM IIJIeYe
xpoMocombl 17, Ha gepuate 17-i XpoMocoMbl popMupyeTcs CIUTHBIN reH PML-
RARA. OH cuHTE3upyeT NaTOJOTHYECKH OeNoK, HaKalIMBaIoOUIUiics B
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OOJBIIIOM KOJUYECTBE B IMUTOILIA3ME U SAPE MHUEIOUIHBIX KIETOK. ITOT OEI0K
HE TMO03BoJiAeT AUGGEepEeHIUPOBATLCS MPOMUEIOLUUTAM Ha CIEAYIOIIHEe HUX
dbopMmbl, M3-3a KOTOPOTO YBEJIMYMBAETCS KJIOHAJIbHAs mpoiudepaius 0JacToB
(aTUMUYHBIX TPOMUETIOIMTOB U MHENI001acTOB). Yaille BcTpeuaeTcs y malueHTOB
cpennero Bo3pacta. B KM wu IIK BbISIBASIOTCS KpYINHbIE ATUIIAYHBIC
MPOMUEINIONUTEI, B ULUTOIUIA3ME KOTOPBIX HMEIOTCA Tnajnouku Ayspa. B
remMorpamme - OjacTeMusi, paHHHE aHeMHs W TpombouurtoneHus. KimHuka
MPOSIBIISIETCS BBIPAKEHHBIM TEMOPPATUYECKUM CUHIPOMOM: HOCOBBIEC, MATOUHBIC
KPOBOTEUEHUSI, KEIYA0UYHO-KHUIIICUHbIC, TOYEUHbIE TEMOPPATUU, KPOBOUZITUSHUS
B KU3HEHHO BA)KHBIC OPTaHBI.

B ocHOBe mnaroreHe3a KpOBOTEYEHHS JICKHUT HAIWYUE HU30BITOYHOTO
KOJIMYECTBA TPOMOOIUTACTHHOB Ha TIOBEPXHOCTH MEMOPaHbI M BHYTPUKIIETOUHBIX
rpanyjiax OnacTHeIX KieTok. IIpu pacmage O5acTOB TpOMOOIUIACTHH U
JM30COMAaNIbHBIC TPOTEa3bl MOMaaasi BO BHEKJIETOUHYIO CpEIy CIIOCOOCTBYIOT
pazBututo JIBC-cungpoma. Otor BapuanT OMJII pansme B 100% cmydaeB
MPUBOJUI K JieTaqbHOMY ucxoay. C MOSIBIEHHWEM B Te€palvuud TPAHCPETUHOEBOM
kucinoTel (mpenapat ATRA) mnporno3 pesko yaydmmicsa. [lstunetHss
BBIKMBAEMOCTh Ha CETOAHSIIHUI JIeHb cocTaBisieT A0 70-80%.

K ocnoxnenusam OIIJI oTHOCATCS MacCUBHBIE KPOBOTEUYEHHS, MHOT/A B
YKU3HEHHO Ba)KHBIE OpraHbl (OCTpOE HApyIIEHHE KPOBOOOpAIEHUS TOJIOBHOTO
MO3ra 1Mo reMOpparuuecKoMy THUITY, JETOYHOE KPOBOTCUECHUE U T.J.) BCIEICTBHE
JABC-cunipoMa 1 4acTo CIIY>KUT NPUUMHON THOEHN MallMeHTOB.

M4 sapuanm: ocmpwvii MUETOMOHOYUMAPHBIU JIEUKO3 XapaKTePU3YyeTCs
nposiudepanueid KIeToK - NPeAlIeCTBEHHUI HEUTpoPuioB U MoHOIUTOB. M4
BAPUAHT BCTPEUYAETCS y B3pOCIHbIX B 6,3 %, y nerer — B 2,6 % ciyyaeB cpeau Bcex
Br10B OMJL. V manueHToB KIMHUYECKU MPOSBIISIIOTCS JIMXOPAAKOH, C1ab0CThIO.
MoskeT BCTpedaTbcsi HEKPOTHUYECKHME M3MEHEHUs CIM3UCTOM OOOJIOYKH pTa |
IJIOTKU, a TaKXe THHTUBUT. B reMorpamme. aHeMus, TPOMOOIUTONECHUS,
OnacTeMusi, JEMKOIUTO3, 100 Jerkomuronenus. B KM konndecTBo 0j1acToB
(Bkirouass TPOMOHOIMTOB) cocTaBisstor >20 %. Kierounslit  cyOcTpart:
MATOJIOTMYECKHE MOHOOJIACTHI, TPOMOHOIIMTHI, MOHOITUTHI, MUEIO00IACThl THUIA
M2. Ha rutoxumun: MOHOOJIACThI, TPOMOHOIIUTHI 1 MOHOILUTHI MOJIOKUTEIHHO
OKpAIlIMBAIOTCA Ha Hecrenuduueckyro screpasy, muenodsactel — Ha MIIO.
[IporHo3 HeOMaroNpUsATHBINA W3-3a YCTOMYMBOCTH K IIUTOCTATUYECKON TEPATTHH.

M5 sapuanm: ocmpwiii muenomonoonracmuuiil jevxoz — B IIK u KM
npeobJialaloT MOHOOJIACTHI, MPOMOHOITUTEI, MOHOITUTHI U cocTaBisAOT 80% u
Ooosee. MoHOOACTHBI BapuaHT dYaille HaOMOJaeTcs Yy IOHOIIeH, a
MOHOLIUTApHBIM BapUaHT — Yy MY)KUMH CpelHero Bo3pacra. IIpu MS Bapuante
KM  rumepkyieTouHbli ¢ mpeoOiialaHMeM  TOMYJSIUM  KPYIHBIX
HenuddepeHnmpoBanHbIx 01acToB. [lo muroxmmuyeckon peakuuu: Ha MIIO -
MOHOOJIACTHI BCET/1a HETATUBHBI, & IPOMOHOITUTHI MOTYT JAaBaTh MOJIOKUTEIHHYIO
peaknuro. DT GracToB BeIsiBIIsAET abeppanTHyIo skcnpeccruto CD7 u CD56 (25—
40 % ciy4aeB) U cTBOJIOBOKJIETOUHbIX aHTUreHOB CD34 u CD117 (Gonee 30 %
ciydaeB). HaOmiomaercs oskctpamenyiuisipHas HWHOUIbTpaus OJaCTHBIMH
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wietkamu (B [IHC, moakoxky, TWHTrHMBaibHas), WHOrAa ¢ (opMupoBaHHEM
MOHOOJACTHOM  capkoMbl.  Jlokanu3anus  SKCTpaMenyJUIIpHBIX ~ OYaroB
ONpENENsIeT THKECTh KIMHUYECKOTO TEYEHHs] M MPOrHO3 3a00JIeBaHUS.
[Tpo10KUTENEHOCT PEMUCCUH 10 JIBYX JieT. B MojogoM Bo3pacte MporHos
HECKOJIbKO JIyYIIIE.

M6 sapuanm: ocmpuwitl spumpomuenos (bonesmnsv Ju I yivenvmo). ITo peaKo
BcTpevaronecss BapuanT OMJI - okono 5 % ciydaeB OT BCEX OCTPBIX
MUENOONIaCTHRIX JIeHK0o30B. Yaimie pas3BUBaeTcss y B3pOCTBIX, Y JeTei
paKTUYECKH He BcTpedaercs. B remorpamme HaOMOAaroTcs aHEMus,
JIEHKONIEHNsT U TpoMOouuTOoneHus. VIHOT/Ia BBISBISIOTCS PUTPOKAPHOIUTH U
IPUTPOOIACTHI, KOJMWYECTBO PETUKYJIOIMUTOB B HOpMmMe. B muenorpamme:
TUTIEPIUIA3Us SPUTPOUITHOTO psafa 6oiee 80 %, mpospurpobaactsr - 30 %, gacto
i pepeHIpPOBKA OMYyXOJEBBIX KIETOK COXpPaHEHa 10 CTAaIUU OKCU(DUIBHBIX
SPUTPOKAPUOLIMUTOB WU J10 3puTpouuToB. Ha O6osee mo3aHux cragusx 00jae3HU B
KM HapacTaeT npoieHT 6;1acToB, BIUIOTh J0 TOJHOTO BRITECHEHHSI HOPMAJIbHOTO
remMoro33a.

[Ipyu uuroxumuu onpenensierca mnojoxutenbHas PAS-peakunus B
sputpobdsactax. MMMyHoOJIOTHUECKUI MPOPUIb XapaKTEepU3yeTcs BBICOKOM
IKCIIpeccuer IpuTpougHoro antureHa riaukodopuna A (CD235), a Ttakxe
JMHEHHO He orpaHnueHHbIX anTHreHoB HLA-DR, CD38, CD71 [2].

B 1muToreHeTMke = BBISBIAIOTCS ~ HApYLIEHUS]  XPOMOCOMBI 5
(monocomusi/nenenus del(5q)) u xpomocomsl 7 (MoHocomust/ nenenus del(7q)).
Oror BapuanT OJI uMmeer HeONMArompusATHBIA MPOTHO3 B CBSI3U C OCOOBIM
reHEeTUYECKUM NpoduiieM OIACTHBIX KIETOK M MOXKHUIBIM BO3PACTOM MaI[UEHTOB.

M7 sapuanm. ocmpuiti mecakapuobracmuwlii aetiko3: 3T0T Bapuant OMJI
BCTpeUaeTcs: o4yeHb peako, Bcero 1% cpemm Bcex OMIL  Ilopaxaercs
MeTrakapuOLIMTapHbIM POCTOK HA YPOBHE CTBOJIOBBIX KJIETOK, MOJUIIOTEHTHBIX H
YHUIIOTEHTHBIX  KJIETOK-TIPEIUIECTBEHHUIl. B  maroreHese:  BCJEACTBUE
tpancnokaruu t (1; 22) (pl3; ql13) obpaszyercs ciutHbii TeH RBM15-MKL1,
KOTOPBIA CIIOCOOCTBYET MpPEOOPa30BaHUIO CTPYKTYpBl siipa KIETKU. ITO
€AMHCTBEHHBIM BapHUaHT OCTPOrO JIEMKO3a, KOTOPBIM pPa3BUBAECTCA TOJIBKO Y
MJIaJICHIIEB A0 6 MECALEB )KU3HU. BOJIE3Hb THMarHOCTUPYETCS y AETEN ¢ mepruoaa
HOBOPOXKIEHHOCTH JI0 3 JIeT (BO3pacTHas MeauaHa 3adoneBaeMocTd — 4 Mecsua
JKU3HH).

Kimnuka: BBIPa)KEHHBIN TUIEPIUIACTUYECKAN CHUHJIPOM
(remarocrieHOMeT M, TMM(OAJICHONATHS ), YTHETEHHE TeMOII033a C Pa3BUTHEM
aHEeMHH, TPOMOOLIUTOTICHUH U arpanyjoiuro3a. Mopdosoruyeckuii cyocrpar —
ATO aTUIHUYHBIE METaKapuoOIaCThI.

B MuenorpammMe Hapsiay ¢ MerakapuoOi1acTaMu BBISIBISIETCS BbIPA>KEHHBIN
PETUKYJIMHOBBIA ¥ KOJUTareHoBbI  (ubpo3. HmMmyHodeHOTHTUPOBaHHE
OJIACTHBIX KJIETOK BBISBIISIET DKCIPECCHIO TPOMOOIUTAPHBIX TIUKOMPOTCHHOB:
CD41 w/umu CD61. Peakiust Ha MUEIONIEPOKCUIA3Y - OTPHUIATEIIbHASL.
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I'pynna OMJI ¢ peKyppeHTHBIMH XPOMOCOMHBIMU MYTALUSAMH

[Tpu OMIJI c t (9; 11) (p22; q23) BcaencTBue TpaHchaokanuu mied 9 u 11
XpPOMOCOMBI cuHTe3upyetcsi ciauTHbid reH MLLT3-MLL. MLL ren Bxoaut B
COCTaB OEJIKOBOTO KOMIUIEKCA, KOTOPBIM PErylIHpyeT TPaHCKPHUIILUIO T€HOB.
BcerpewaeTcss B OCHOBHOM y JIET€ MIIAJIIIIETO BO3pPAcCTa, Y B3POCIBIX PEXE U
cocrapisier Jauiib 2%. Ilpu UUTOXMMHUM TIOJNOKHUTENIbHAS peakius Ha
Hecrnenupuueckyro 3cTepasy.

[Ipu mpoBeneHUHM HUMMYHO(DEHOTUIHPOBAHUE BBIABIACTCA JKCIPECCUs
MuenouaaeIX antureHoB CD33, CD65, CDI13 u aHTHIeHa CTBOJIOBOM KIICTKH
CD34.

Knuunueckas kaptuna: [IBC-cunapom, runepriasus AeceH, JeHKeMHIbI 3a
cuer wuHQmIbTpanuu OmactoB. MHorma B Hauange OONE3HU BBISBISIIOT
IKCTPAMENYJUISIPHYI0O MOHOIIUTApHYIO capkoMmy. B muenorpamme KOJUYECTBO
onacTHbIX Ki1eTOK 20% u 6osee. B nutoreneTnke cnennuduueckre reHeTHIeCcKue

MYTAaIlUH.
OMIJI c t (8; 21) (922; q22) ¢ dbopmupoBanrem ciutHoro rena RUNXI -
RUNXI1T1 — BesBnsrorT y aereil. B marorene3e 3Toro Bapuanta Ha (oHE

obpazoBanus xumepHoro reHa RUNXI-RUNXIT1 wusMeHstoTCs saepHBIC
TPAHCKPUIIIUOHHBIE KOMILIECKCHI.

bonesnp mposBIsieTCST  MHENOO0JIACTHOM  CapKOMOM, KOCTHOMO3TOBOM
HEJIOCTATOYHOCTHIO  (MAHIUTOINEHUS), HWHTOKCUKIIMOHHBIM CHHIApOMOM. B
[UTOJOTUYECKOM HCCIEIOBAaHUM B 0JlacTax 4acTo OOHAPYKUBAIOTCS MAJOYKU
Aynspa, IPOMHUENIOLUTHI, MUEIIOIUTHI U 3peJIble HEUTPOPUIIBI.

Ha W®T OnactHeix kietok oOHapyxuBaiorcs CD34 u HLA-DR;
muenobnactel CD15, CD65 u 6mactet CD15. [InarHo3 ycraHaBiuMBaeTcsl Ha
OCHOBAaHUU BBISIBIICHHOW XPOMOCOMHON aHoMaiuu 0e€3 ydeTa MPOIEHTHOIO
conmepkanusi OnmacTHeIX kiaeTok B KM. Ilporno3 3abosieBaHus MOXKET OBITH
OJIaroNpUATHBIN TIPU UCTIOIH30BAHUS BHICOKOJ03HOW XUMUOTEPATTHH.

2.6 IIpornocTuyeckne pakTopbl
1. bnaronpusiTHbIE MPOTHOCTUYECKUE (PAKTOPHI:
* I[[utorenernueckue MapKephbl: t(15;17), (t(8;21)(922;922);
inv(16)(p13.1q22) wmm t(16;16)(p13.1,922);
* Mounekynspubie Mapkepbl: MytupoBannbii  CEBPA  (OuannenbHas
MmyTamusi), MyTupoBaHHbld NPMI1 6e3 FLT3- ITD mnpu HopmanbHOM
KapUOTHIIE,;
» Kinununueckue gakropsl: HeraTuBHbIe Mapkepbl MPB.
2. HeGnarompusiTHeie pakTopbl, yXyalIaroye nporuio3 6oasaeix OMJI:
* [urorenernueckue mapkepsl: inv(3)(q21926.2) unm t(3;3)(q21;926.2);
¢ 1(9;22) (t(6;9)(p23;q34); t(v;11)(v;q23); -5 wmm del(5q); -7; abeppauuu
(17p); KOMILIEKCHBIM KapUOTHUI, MOHOCOMHBIN KapUOTHII;
* MounekynspHbie  Mapkepbl: yBenuuyeHa okcmpeccus Evil;  MLL-
peapamwxkupoBkr; FLT3-ITD-myramus;  DNMT3A-mytamus; C-KIT-
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mytarust [ t(8;21); inv(16)] BAALC-3kcnpeccusi ERG-skcmpeccust
MN1-skcnpeccuss WT1-nonmumopdusm BCR-ABL-103UTUBHOCTS;

» Kiunuueckue GpakTopsbl:

- Jonrocpounslie pe3ynbTathl JeueHus: 6oapHbIx OMJI B Bo3pacte cTapiie 60
JIET 3HAYUTENBHO XYK€ B CPAaBHEHUHU € OOJIBHBIMU MoJioxke 60 JeT;

- T'unepnetikonuto3 Beime 100 x 109 /n qns moboro BapuanTa, aus t(8;21)
ooubire 20 x 109 /i;

- MO-Bapuant no ®AB;

- Okcnpeccusi CD34 Ha OnacTHBIX KJIETKaX;

- YAnuHEeHUe CPOKOB Havyasia Teparnuu;

- HeanexBatHoe IIUTOCTAaTHYECKOE BO3JICHCTBHC B IepHOT
WHIYKITAWA/KOHCOMUAANNH (YMEHBIIICHUE PACUETHBIX /103 IIUTOCTATUICCKUAX
MpenapaToB U 3HAYUTEIHLHOE YUTHHCHUE HHTEPBAIOB MEXIY KypcaMu);

- DKcTpamenyJUisipHble TopaxkeHus (0COOEHHO, KOXKa);

- OTcyTCTBHE PEMUCCUU TIOCIIE TIEPBOTO Kypca;

- Ilepcucrenius MapkepoB MUHUMAIBLHOU pe3uanyanbHoit 0one3nu (MPB).

2.7 Jleuenne OMJI

Hpunyunvr mepanuu OJI.

B Pecny6nuke Kazaxcran st nedenuss OMJII ucnonb3yroTcsi MpOTOKOJIBI
MPOTPaMMHON MOJUXUMHOTEPANNM, KOTOpPhIE MOCTOSIHHO MOJUPUIIUPYIOTCS
(mocnenuuii nepecMoTp nposeieH B 2022r) mo MupoBomy ctanaapty. [IpoTokon
XMMHOTEpanuu 3aBUCUT OT Bapuanta OMJI m xpomocomHbIx anomanui. [lpu
IpYIIAax BBICOKOTO PUCKA MO BO3MOKHOCTH MCHOJIB3YETCS TPaHCILJIAHTALIHS
KOCTHOrO Mo3ra. Bnepsele BbisBieHHbIW OMJl neunThCs B YCIIOBHUSAX
KpYIJIOCYTOYHOT'O CTallMOHapa.

[IprHIUIIBI TEpAIUY OCTPBIX JIEHKO30B:
* UHAYKLHS PEMUCCUU
* KOHCOJMJALHNS PEMUCCUU
* MOJJICPKUBAIOIIAS TEPATUS
 mpodunakTrka Helponelikemun npu M4 u M5 Bapuantax OMJI.

1. Lenb unoykyuu pemuccuu — 3TO NOCTHKEHHUE PEMHUCCUH C MOMOIBIO
KypcoB xumuotepanuu (00sruHO 1-2 kypca). Ilocne xkypca XT mpoBoautbes
LUATOJOTUYECKOE MCCIENOBAaHNE KOCTHOIO MO3Ta I ONPEACIICHUS KOJINYECTBA
OnacTHbIX KieToK. Eciu Omactel MeHblie 5% Mpu TOCTaTOUYHOM KJIETOYHOCTH
KocTHOTO Mo3ra (He MeHee 500 KJeToK), 3HaYUTh 00€3Hb B PEMUCCHUHU.

2. 3aTeM mepexo T Ha CJICAYIOIMIUMN dTall - KOHCOAUOAYUSL peMUCCUU, T1eITh
KOTOPOrO  SIBIIIETCS  3aKpEIUICHWE peMHuccuu. B Hacrosimee  Bpems
KOHCOJIMJAIIMOHHBIE KypChl HanboJIee arpecCUuBHBIE U BhICOKO103HBIE. [Tpn OMIJI
MPOBOJATCA KypChl MOJMXUMHUOTEpanuu 1o mpoTokonam «7+3», HA, IDAC
(Tabmuta 7).

[IporpaMMmbl HMHAYKIMOHHOM, KOHCOJUIHUPYIOIIEH TEpanuud y IMAlUECHTOB-
KaHAUAATOB JJIsi HHTEHCUBHOM Tepanuu AaHbl B puiioxkeHun Nel.
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3. Cnenyromuil 3tan noodeporcusaroujas mepanusi. B 3aBUCUMOCTH OT
BapuanTa OJI ucnonbp3yroTcst pazHbie cxeMbl. Llenps nmoaaepkuBaroieit Tepanuu
MPOJIOJKUATH YTHETEHUE OMYXOJIEBBIX KJIETOK MaJbIMU JJO3aMHU IUTOCTATUKOB.

4. IlpodunakTrka 1 JeUCHUE Helpoaeliko3d.

*  HexoTopeiM mnanueHTamM HEOOXOAMMO MPOBEACHHE JTYyYEBOW Tepamnuu ¢
obJsrydeHueM roJyioBsl B 103¢ 2400 pas.
*  Tlocne obnydenus momMOanbHble MyHKIMU BRIMOTHAIOT 1 pa3 B 2-3 Mmecsia

710 2 €T OT MOMEHTa HOpMaIU3alliK oKa3aTeslel JMKBOpa.
 Ilpu Hanuuuu KIMHUYECKOW CHUMITOMATUKH HEHpoJieiko3a (reMumapes,

HapyIlIeHWe 3pEHUs, NEBHAIMS s3bIKa, HapyIIeHHE (PYHKIIUH OPraHOB

Majioro Ta3a, Mape3 HIKHUX KOHEUHOCTeW | T.J.) JJIsS JICUCHUs

UCIIOJIB3YETCSl KPAHUOCTMHAIBLHOE O0JyUYeHHUE Hapsiy C UHTPATEKAIbHBIM

BBEJICHUEM LIUTOCTATUKOB IO CXEME.

Tabnumna 7 - OcHOBHBIE POTOKOJILI porpammuoi ITXT nmpu OMUI [7]

Nuaykuus
7+3 [{uTapabux 100 mr/m? 2 pa3a B CyTKH Kax/ple 12 4acoB BHYTPHBEHHO
(8/B) 30 MmuHyTHasI HUHY3USI v 100-200 mr/m?
HenpepeiBHast kpyriocytounas uHQy3ust B 1-7 11 Kypca
JlayHOpYOULIUH 60 mr/m? B/B undy3us B Teuenne 10 MuHyT Ha 50 M
¢uz.p-pa B 1-3 aum Kypca, yepes 2 yaca mociie BBEIACHUs
1500040 nuTapaduHa
W napyOunun 12mr/m? B/B Teuenue 10 munyT 1-3 1HE Kypca
«/IBoitHas JIBa kypca 743, mpoBOAMMBIX IO NPHUHLUIY JABOWHOMN
VHIYKIUS) WHIYKIUH (BTOPOW Kypc HauMHaeTcst Ha 22 win 29 1eHb
OT Hayala TMepBOro, To ecTb, Ha 14 wmm 21 neHs
TIEpEPHIBA).
Koncommpauus
HA [{uTapabun 1500-3000 mr/m? 2 paza B JeHb Kaxaele 12 yacoB 3-x
(18-60 net) yacoBas B/B mH(y3us B 1,3,5 q1Hu Kypca
IDAC [{uTapabun 1000-1500 mr/m? 2 pa3a B JeHb Kaxzable 12 yacoB 3-x
(18-60 net) yacoBas B/B mH(y3us B 1,3,5 q1au Kypca

2.7.1 UuayKiusi peMucCHr

Kypc xumuorepanun HeoOX0AMMO HaYaTh HEMEIJICHHO TIOCIIC 3aBEPIICHUS
BCEX JIMAarHOCTHYECKUX MPOLEIYp KENaTeIbHO ¢ MUHUMAJILHBIMU 3aJIepP>KKaMHU.
[IpoBeneHHBIC PETPOCTICKTUBHBIEC HCCIICOBAHUS CBUICTEIBCTBYIOT O TOM, UTO
OTCpOYKa Hayaja JiedeHUs y OONbHBIX crapmie 60 JneT HeOJIarompusiTHO
CKa3bIBACTCS HA MCXO0j1e, 0COOEHHO Oosee ueM Ha 5 aHei [5,7,11].

Cxema «7+3» SBIAETCS CMaHOApMHbIM PeHCUMOM UHIYKIIUU PEMUCCUU JJIS
BCEX MAaIlMEHTOB JI00O0OTO Bo3pacta (Tabnuia 7). Haznawaercs mepBbie 3 mHS
aHTpalMKIuHb! (HayHopyouuus 60 - 90 mr/m? unu upapyounus 12 mr/m? umm
MUTOKCaHTpOoH 10 Mr/m?) u 7 qus murapabun 100-200 mr/m?2. Ipu oLeHKe oTBETa
Ha WHAYKIMOHHBIA KypC TOJIHYIO PEMHUCCHIO JOCTUTAIOT MOJIOABIC IMMAIIMEHTHI JI0
60-80%, mnammentsl B Bo3pacte 60 iner u crapme po 40-60% [7,67].
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AnprepHaTuBHBIM BapuaHToM sBisieTcsi FLAG-IDA (dbaynapaOun, nurapabus,
IPaHYJIOUUTAPHBI  KOJIOHUECTUMYIUPYIOMIMI  (akTop U UAAPYOHUIIMH).

CraHgapToM TakKe SIBJISIETCS! BKIIOUEHHUE HHTUOUTOP KUHA3bl MUIOCTAYPHUH
B Tepanuu nepBoll auHuMKA g nauueHToB ¢ FLT3-myrantHeiM OMUJL
MuoctaypuH yaydinui 4-J1eTHIOW o001y BebkuBacMocTh (OB) Ha 7,1%, npu
WCIIOJIb30BAaHUU B HHIYKUUHU J@YHOPYOUIIMH-IIUTApaOUH U BBICOKUE JO3bI
nuTapabrHa B KOHCOJMAAIMM Yy TalMeHTOB B Bo3pacTe OoT 18 mo 59 mer
nokaszarenp ynyurics ¢ 44,3 no 51,4%.

Y 6onpHBIX MOOke S50 JET UCTOIB30BaHUE UaapyounrHa B o3¢ 12mr/m2
npuBeao K monHoW pemuccuu B 60-70% cmywaeB. Jlnms  cpaBHEHHS
3¢ (EeKTUBHOCTH TpenaparoB HAApyOMIIMHA U JayHOPYOHMIIMHA MPOBEICH
MeTaaHanu3 29 uccaenoBanuil. Mcnonb3oBaHue BHICOKUX /103 U JayHOPYOUIIMHA
W HIapyOuIIiHa IPUBEITH K S-JIeTHel BepkuBaeMoct oT 40% mo 50% [61].

[TarmenTam noskusoro Bo3pacrta (60 et u crapile) Npu HEBO3MOXKHOCTHU
IIPOBEICHHUSI HMHTEHCHUBHOM XUMHOTEpPAIIMM W3-32 PA3HBIX XPOHUYECKUX
3a00JieBaHUM, KOMOpPOHMJHOIO CTaTyca, BBIOOP KypCOB ILIMTOCTAaTHYECKOTO
JICYCHHE HE3HAUUTEJIEH M COCTOUT M3 NAJUIMAaTUBHOM IMOMOLIM WU Tepamuei
HU3KONM MHTEHCUBHOCTH. JleueHne manbiMu 1o3amu nurapabuna Ara-C u/unu
TMIIOMETWIMPYIOIIMMHU ~ CPEICTBAMHM  HA3bIBACTCA -  mepanus  HU3KOU
unmencugnocmu. OOIas BbBDKUBAEMOCTh IPU TaKOM Tepanmuu HU3Kas WU
COCTABJISIET BCETO JIUIIB 5-6 MECALEB, HO, 0OBIYHO MALMEHTHI IEPEHOCAT XOPOLIO.
K nosuo# pemuccnu npuBoaut B 15 — 25% cnyqaes.

OCHOBHOM 1ENbI0 HMHAYKIIMOHHOW TEpANuKu SIBISECTCS JTOCTHKEHUE
UCXOJHOU moHOM remaronoruueckoit pemuccuu (I1P). Ilocnenyromiee neuenue
ONpeAeNsieTcss TeM, AOCTUI JId TAlUEHT MOJHOTO OTBETA IO CPABHEHHIO C
MEHBIIUM OTBETOM (T.e. pedpakTepHbIM 3a0oneBanuem). [lociae Hauana
nmporpaMmMHON xumuoTepanuu Ha 14 — 21 neHs ans npoBepkd 3GHEKTUBHOCTH
JICYEHUS] OCYLIECTBISETCA oyeHka omeema. MmuenorpaMmy MpPOBOASAT, KOTIa
abCcoM0THOE KOJIMYeCcTBO HEUTpohuiaoB>1000/MKI 1 KOJTUIECTBO TPOMOOITUTOB
>100 000/mkxn mocie WHAYKIIMOHHOW Teparmuu. Ecmm B myHkratre KM
omnpenensiercs 6actHbie KieTku MeHee 5% Ha noacuere 500 - 1000 kieTok mpu
HOPMAJIbBHOM COOTHOLIEHWH BCEX POCTKOB I'E€MOI033a, TAK K€ B I'E€MOIPAMME
KOJIMYECTBO Helrpoduios Gomee 1,0 x 10° /1, pomGouuros > 100 x 10%n ¢
Y4€TOM OTCYTCTBHS SKCTpaMEIyJUIIPHBIX 04aroB JEHKEeMHYECKOT0 poCcTa, TOraa
KOHCTaTUPYETCS NOJHASL PEMUCCUSL.

IIpn mpoBenennn muenorpammsl Ha 14-21 neHp Kypca XUMHOTEpAUU
onpenensercs kKoaudecTBo kieTok <10% -20% u octaTtounsix OsactoB <5% -
10%), TO MOKHO MOBTOPUTH BTOPOM LKKII TAKOTO K€ MHAYKIIMOHHOTO PEXHUMA.
[Ipn coMHHUTENBEHOM pe3yJbTaTe, HEOOXOJIMMO MOBTOPUTH MYHKIMIO KOCTHOTO
Mo3ra 3a 5-/ JHEH 10 HavaJa Cleayrolel Tepanuu. B ciiydae KOHCTaTUpOBAHHUS
TUIOIUIA3UM WM 3HAYMUTEJIbHOM LMTOPEAYKIMH C HU3KUM % OCTaTOYHBIX
0J1aCTOB — JOXAAThCS BOCCTAHOBJICHUS KOCTHOT'O MO3Ta — MOBTOPUTDH MYHKIIUIO
KOCTHOT'O Mo3ra uepe3 7-14 nHei.
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OTCpOoUNTh HAYAJIO CIIEIYIOIIETO Kypca UCTOJIb3YETCs TOJIBKO MPU HATMYUU
TSDKEJIBIX, HEKYNUPYIOMUXCS WHOEKIMOHHBIX MpoleccoB (OaKTepUanbHBIE:
CENCUC, CENTUYECKH 10K, TpUOKOBBIC: HWHBA3UBHBIM  aCHHUpPruiies,
renaToNMEeHaIbHbI KaHIWI03; BUpyCHbIE: renatutel B m C ¢ medeHouHOu
HEJI0OCTaTOYHOCThIO, BUPYCHBIN AHIE(DATUT U T.JI.) U BBIPAKEHHBIX HapyIICHUH
(GYHKIHUU )KU3HEHHO BaYKHBIX OPTraHOB.

[Ipy HOpManbHBIX TOKa3aTeNlsax OJIaCTOB B KOCTHOM MO3re MOcie
WHYKIIMOHHOTO Kypca «7+3», MakCUMaIbHOE BpeMs YAJIMHEHUSI MEKKYpPCOBOTO
VMHTEpBaJIa cocTaBisieT 35 nHer. BTopas KOHTpOIbHAsT ONYHKIUS MPOBOJIUTCS
nocJie BOCCTAaHOBJICHUS TOKazaresnei nepudepudeckoir kposu. [locie mepsoro
WHJYKIIMOHHOTO Kypca COXpPaHSETCsl arpaHyJouuTo3 (JEHKOLMTHI MEHBIIE
1,0x10%m) 35 nHeli u 6onee HEOOXOMMMO IS BHIACHEHHS IPHYHUHBI BBIIOIHUTS:
+ IYHKIAIO KOCTHOTO MO3ra,

« H®A wu IIIIP Ha Bupycusie renatutsl B nu C, Ha HIUTOMETATOBUPYCHYIO U
repreTUYecKyo HHPEKIIHUIO;

+  TpenaHoOUONCHI0 (MMMYHOTMCTOXUMHYECKOE UCCJIEIOBAHUE aHTUTCHOB
BHUPYCOB CEMEMCTBA reprieca U BUPYCOB FeNaTUTOB B TPEIIaHOOHUOIITATE).

Takum 00pa3zom, MHIYKIIMOHHBIN Kypc npu Bcex Bapuantax OMJI, kpome
M3, coctout u3 1 wimm 2 xypcoB. Ha3zHaueHue BTOpOro Kypca 3aBUCHUT OT
JOCTUKEHHUS TIOJIHOW peMHuccuu. B ciydae HE NOCTHKEHUS MOJHOW PEMHCCHH,
COCTOSIHUE TalMeHTa O003HA4YaeTcsl Kak nepsuuHas pesucmenmuocms. U
HAa3HAYalOTCs MPOTOKOJIBI XUMHOTEpanuu pedpakrepubix Gopm OMIIL.

Peppaxmepnvie/pesucmenmuvie ghopmer OMJI — 3TO cocTosiHUE, KOTa
IOCJ€E 2 KypCOB MHIYKIIMOHHOM TEPANMU HE JOCTUTAETCS MOJIHBIMA OTBET. Takoe
cocrostaue Bcrpedaercss B 10% - 40% cmywaeB. Ha ceromssmHuii A¢HL HET
BBICOKOA(D(EKTUBHBIX M CTAHJIAPTU30BAHHBIX PEKUMOB XUMUOTEPANUU ITUX
dopm OMJL. W HemocTwKeHHE TOJHOW PEMHUCCHUU TIOCIE TIEPBOTO
WHIYKIIMOHHOTO Kypca siBiisieTcs (pakTopom HebaronpusaTHoro rnporuoza OMJI,
MalMEeHThl OTHOCATCS K TPYyNIE€ BBICOKOIO pPHUCKAa BO3MOYKHOIO Pa3BUTHUS
peunavBa. [laHHbIE TAMEHTHI Cpa3y MOCIE NEPBOTO Kypca pacCMaTpUBAIOTCS B
Ka4yeCTBE TOTCHIIMAJIbHBIX KaHAuAaToB i mpoBeneHus amwioreHHon TI'CK.

[TaniueHTaM W WX MOTEHIMAIBHBIM JOHOpaM (CHUOCHI, POJHBIE OpaThsi U
cecTphl, poautenn) npoBoasaTcs HLA-TunmupoBaHHMs M OIIGHHBAIOTCS BO3pacT,
COMATYECKUN Craryc, XPOHHYECKHE 3a0o0seBaHus, pPE3yNbTATHI
LUTOT€HETUYECKOT O, MOJIEKYJIIPHO-TE€HETUYECKOTO UCCIIEeI0BAHUS U
MPEANOYTEHUS] CAMOTO MAI[UEHTA.

Hns nedenus: pedpakrepubix dopm OMII ucnonb3yrores pexkumbl FLAG-
IDA, HAI, HAM u npyrue. Ilo nurepaTypHbiM naHHbIM nocie pexuma FLAG-
IDA B 30 — 50% cnyuaes mocturarorcs I1P [7,68].

2.7.2 KoHcoaunaauusi peMHUCCHMH.

[{enb KOHCOMMAAMOHHBIX KYPCOB - 3TO JAJIbHENIIIEE YTHETEHHE JIEHKO3HBIX
KJIETOK, HE JaThb UM BHOBb NporpeccupoBaTb. C 3TOW LENBbI0 HCIOIB3YIOTCS
WHTEHCUBHBIE U BBICOKOJIO3HBIE PEKHUMBI.
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[Tocie noctmwxkenus [IP mamumentam nDPOBOAWMTCS KOHCOMUOAIMUSA C
pexUMaMu, KOTOPbIE BKITIOYAIOT IUTapabuH. B KIMHUYECKOM MpaKTUKE aKTUBHO
UCIIONIb3yeTCsl BBeJeHUE 2-4 KypcoB BbIcOKOAo03HOro murapabuna (HiDAC;
2000-3000 mMr/mM2), ocobeHHO y 00NBHBIX MOJIOKE 60 JIeT, TPOTOKOJIBI KYPCOB
ykazanbl B TaOmuie 7 [22]. IlamuenTam ¢ BBICOKOH TIPYIIOH pPHCKa IOCIE
JOCTUKEHHUSI PEMUCCHH TPOBOMAT | Mim 2 Kypca KOHCOIUAAWH, 3aTEM PELIAETCS
Bonpoc o TpaHciutantanmu ['CK, koTopas sBisercss Tepamueil BbiOOpa mIpu
IIEpBOM peMuccuu. B ciyyasx OTCYyTCTBHM BO3MOKHOCTH —QJUIOT€HHOM
TpanciianTanuu ['CK BeINONIHSIETCS HE MEHEE 2X KOHCOJIUIUPYIOUIUX KYPCOB.

VY mauueHToB B Bo3pacte crapuie 60 JeT BOIPOC KOHCONIHMIAUUN PEIIAeTCs
WHIWBUYyaIbHO. 3aBUCUT OT OOIIEr0 COCTOSHHUSI, COMAaTHYECKOTO cTaryca M
JeyeHue, MoXeT BapbupoBaTh oT auioreHHoN TI'CK ¢ KOHIuIIMOHUpPOBaHHEM
MMOHM)KEHHOW WHTEHCUBHOCTH 10 TMPOBEACHHS MAJUIMATUBHOM TEpaNUU WIH
aJICKBaTHOTO yxoja 0e3 crenupuyecKoro JeueHus.

Ha ¢oHe xoHCOMMIAIMOHHOW Teparuyd MOBTOPSIOT MHUEIOTPAMMY Iepe]
KakIbIM KypcoB XT Juisi KOHTPOJISE KOJIMYECTBO OJIACTHBIX KJIETOK M COCTOSTHUE
reMoI1033a.

2.7.3 Iloanep:kuBaomas Tepanus

[TopnepxuBaromias Tepanus Ha3HAYAETCs I0Ce KOHCOIMIUPYIOIINX
KypcoB W JiUTCI 2 Tojaa. PeXWMBI M CXEMBI TMIONY4YEHHUS TMpernapaToB
MO/I/ICP KUBAIOIIEH TEpaNHK YKa3aHbl B TAOIHUIIE 8.

Tabmuna 8. PeskuMbl noaaep:kuBaroiieid Tepanuu [7]

[oanepxuBaronias Tepanus

5+HID [{urapabun 100 mMr/m2 2 paza B neHb Kaxkzable 12 yacoB 1/k
unu B/B 1-5 mHuU Kypca
[uknodocdamuz 650 Mr/M2 B ieHb B/B MH(Y3Us B TeueHne 1
yaca Ha 400 mn ¢us.pactBopa B 1-ii 1eHb
Kypca
5+6-MII [{urapabun 100 mr/mM2 2 pa3a B eHb Kax/ple 12 yacoB n/k

vy B/B 1-5 mam kypca

6-MepKarTomypiH 60 Mr/M2 B J1eHb BHYTpb B 1-5 mHH

6-MepKanToyprH

6-MepKanTomypuH

50 Mr/M2 B IeHb, TIPUHUMATH BHYTPB ITOJT
koHTposieMm OAK, 110 AByX JieT

OTHOCAIINECS K
FLT3

C FLT3 myranueit | Munocraypux 50 mr kaxasie 12 yacoB BHYTpb, 1-28 nHel, 4
Hexenu, bosee 12 UKIOB
Myranuu, He AszarmmTuany 300mMr BHYTpb e:xxenHEBHO 1-14 mHe, kaxapie

4 Henenu 0 MPOrpeccuu 3a00IeBaHus

Yucno neiikorutoB | Yucno tpombormros | Jloza 6-MII
6oee 2,0x10%/n 6onee 100x10%/1 100% 110351
ot 1,0x10%1 ot 50x10%n 50% ot 10361
710 2,0x10%1 10 100x10%x

menee 1,0x10%7

Mmenee 50x10°%/1

0%
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OCHOBHOI 1I€JIbI0 MOJJICPKUBAIOIIECH TEpanuu SIBJISIETCS IPOBEIACHUE
MUHUMAJIbHO TOKCHYHOM Teparuu, CIOCOOHOM CHU3UTh PUCK Pa3BUTHS
peunauBa. [lepopanbHblil a3alUTUANH PEKOMEHAYETCS B TeueHue 14 gHeit B 28-
JTHEBHBIX LIUKJIAX MOCIIE TOCTUKEHHSI PEMUCCHN I CHUKEHUS pUCKaA PENUINBA
Cpeay MalUeHTOB cTapiie 55 JIeT He KaHAWIaToB Ha aoreHHyro TKM.
[lepopanbHblii  a3amuTuauH npojieBaer OB He3aBucuMO OT  craTyca
MUHHMaJIbHON ocTaTouHol Oonesnn (MOB) [22]. lepopaibHblil a3alMTHINH
0J100peH AJisi MPOAOJKEeHMs JieueHus manueHtoB ¢ OMJI B mepBoil moJyiHOM
PEMUCCUM TIOCJIE€ WHTCHCUBHOW WHAYKIMOHHOW XHWMHOTEpANHUHU, KOTOPHIM
HEBO3MOXHO MPOBEJACHWE MHTECHCUBHOW Tepanuu, B TOM YHUCIE AJJIOTEHHOU
TKM. IlamueHTsl, mNOIydYaBIIME MUIAOCTAYPUH BO BpeMs HWHIAYKIUU W
KOHCOJIUIAIAH, MOTYT TIPOJIO/DKATh IPHEM ITHX IperapaToB [34].

2.7.4 TapreTHas Tepanus

B nporiecce nzydeHus maToreHesa OCTphIX JICMKO30B 0OHAPYKEHO, YTO MO/
BJIUSIHUEM OHKOTEHHBIX (DaKTOPOB MPOUCXOAUT MyTaluu (TpaHCIOKAIIMs,
WHBEpCHs, Aeyenuss U T.J.) O€JIKOB. Y MYTUPOBAHHBIX OEJIKOB HapYIIAIOTCS
GbyHKIMH, KOTOPbIE MPUBOJIAT K Pa3BUTHIO reMo0aacTo30B. Hanpumep, mytanuu
B redHax FLT3, KIT, RAS cnocoOCTBYIOT TMOBBIIICHHIO MM YTHETCHUIO
TpanckpunimonHoit aktuBHocth PMLRARA, RUNXI-RUNX1T1, CBFB-
MYHI11, CEBPA nnu mapymaercs B renax NPM1, NUP98, NUP214 nepenaua
curHajia. BeIsiBlIeHHbIE JaHHBIE MATOTEHETUYECKUE MOJICKYJISPHbIC W3MEHEHUS
NpUBEIIM K pa3padOTKe HOBBIX «MOJICKYJSAPHBIX» IpenapaTtoB. MexaHu3m
JIEWCTBUS UX CBSI3aH C BIIMSIHUEM Ha BBINICYKa3aHHbIE MyTUPOBAHHBIC OCIIKU.

SpkuM NpuUMEepoOM TaKUX TMpEenapaToB SIBIASETCS - UMATUHUO M3 TPYIIIbI
MHTUOUTOPOB TUPO3UMHKHHA3BI. Ero ncnoinb3yroT B jeuennu Ph nosutusueix OJI,
Hapsay c¢ mnporpammuHod XT. A, mpenaparbl ¢ TPYIIbl HUHTHOUTOPOB
TUPO3WHKHUHA3KI ¢ BiusgHueM Ha FLT3: munocraypun (PKC412), nectaypTunud
(CEP-701), cynutuau6 (SU11248)] He mokasanmd I0CTATOYHOTO 3(dekTa B
MoOHOpexuMme y OompHBIX ¢ peruauBamMu OMIJI ¢ wmyramueit FLT3. Ha
CErOJIHSIIHUN JI€Hb W3YYEHHUE HTUX IMPEnapaToB MPOJOJDKAETCS C UEJbIO
coueTtaHHoro mpuMeHeHus B mporpammuoil XT B Oyaymiem. Hajgo moMHUTB, TipH
Hannuuy myTtaruu FLT3 u Tpancnokarmu t(9;22) Bcem margeHTaM 0053aTe/IbHO
JIOJKHBI TpoBOAUTH ajutorennyro TI'CK.

2.7.5 ConpoBoaute/ibHOE JIeYEeHHUE
[IpoBenenre KypcOB XHMHUOTEpanMM  Yalle OCJHOXKHAIOTCS  HU3-3a
TOKCUYECKOTO0  BIUSHMA  HA  BHYTPEHHHUE  OpraHbl  IUTOCTATHKOB,
pUCOeIMHEHNEM NH(DEKIIMN OAKTEpUAIBHOTO, BUPYCHOT'0, TPUOKOBOIO TeHe3a U
T.4. XT Bcerma conpoBoXaaeTcsi HA3HAYEHUEM JOMOIHUTENBHBIX MPENapaToB
JUIS  TPEeIyNpexaeHUs BO3MOXHBIX OCHOXHEeHH. g npoduiakTHKu
OCJIO)KHEHHUH IPOBOJASTCS CIETYIOLINE MEPOITPUATHS:
* KoHTposib mokazaTeneil reMorpaMmmbl, 3JEKTPOJIMTOB KpPOBHU, IMOKa3aTeleu
(YyHKUMM ~ BHYTPEHHUX  OpraHoB 1O  OHOXMMHYECKMM  aHaIU3aM,
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KOAryJISIIUOHHBIX TECTOB, OCOOCHHO MPHU KPOBOTEUEHUSX, MO MOKAa3aHUSIM
MIOCEBBI KPOBU U OMOJIOTHMUECKUX KUAKOCTEN Ha reMoKynbTypy, KT nerkux.

* MOHUTOPUHT COCTOSIHUSI TE€MOIO33a Ha MPeAMET MHUEIOTOKCUYECKOIro
arpaHyJonuTo3a (aHeMuu, TPOMOOIIMTOIIEHUH, HEUTPOTICHHH ):

- Ilpu TspKenpIx aHeMusix TpaHc(y3uu SpUTpoIMTapHON B3Becu. LlenmeBoi
ypoBenb remornoonaa 80—100 r/m;

- C uenpl0 KyNmUpPOBaHHWS TE€MOPPArd4eCcKOro CHHApPOMA TpaHCPy3UH
TpoMmOOKoHIIeHTpaTa. lleneBoit ypoBeHb TpomOoruToB B mpenenax 20,0—
50,0%10%n;

- Jlns nedenust HapyIeHU KoaryJsiuoHHOro remocTtasa, JIBC-cunapoma —
CBEXE€3aMOpOKeHHas 1iasma 10 MII/KT B CYTKH.

o Jlis npenynpexaeHus: OCI0KHEHUN arpaHyJIOIUTO3a MPOBOSTCS U30JISALIUS
0O0JBHOrO, TUTMEHA KOXM, CIU3UCTBIX TMOJOCTH pTa, HPOMEKHOCTH,
CTEpHJIN3alMs TUIIM (JAeTCs TOJIBKO MPOIIEAIas TEPMUUIECKYI0 00pabOTKyY
MUIIIA);

* B CIyyasX OXHUJAEMOIro Iepuoja HeuTponeHun Oonee 14 el —
npo(UIaKTUUYECKOE  HCMOJIb30BAaHHME  AHTUMHUKOTHKOB  ((hirokoHazon,
MTO30KOHA30J1);

* JICYEHHE OCJOKHEHHMI BCIEACTBUE arpaHyjionuro’a — (peOpuiIbHOM
HEUTpONEeHUH Oe3 JIOKAJIbHBIX 04aroB MH(EKIMH (WU C UX HaAJIUYUEM) B
COOTBETCTBUM C MPOTOKOJIOM 3MIIMPUYECKON MPOTUBOMUKPOOHON Tepanuu
GeOprpHON HelTponeHuu [26];

* ruapartanuonHas tepanus (ot 1,5-3,0 1o 6,0 11 coeBBIX PaCTBOPOB);

e amnonypunon 0,3 T/cyT ¢ LEIbI0 NPOPUIAKTUKH CHUHAPOMA MAaCCHUBHOTO
JIM3HCA OITyXOJIH;

* TPOTHUBOPBOTHAS Tepamus: perian (Meroknonpamun) S— 10 mr — 3-4 pasa B
cyTku wind 10 Mr BHYTPUMBIIIEYHO, BHYTPUBEHHO, MAKCUMAaJbHasl CyTOYHAs
no3a — 60 mr; 30¢paH (oHAACETPOH) 8§ MI' BHYTPUBEHHO WJIM BHYTPh MEpe.
BBE/ICHHEM 3METOI€HHBIX (BBI3BIBAIOUIMX TOIIHOTY U PBOTY) MPENapaToB C
MOCJICYIONINM BBEJICHUEM 8—4 MT Kaxkabie 12 4.

HanvHetiwee edenue

[Tocne 3aBepuIeHHs ATAanoOB MHIYKIMM W KOHCOJWIALMU [0 IPOTOKOINY,

NALMEHTHI IEPEXOIAT Ha MOAJEPKUBAIOLIYIO TEPAIINIO, KOTOPAsl JUTUTHCS 2 TOA.

[Tociie OKOHYAHUS NOAACPKUBAIOLIEH TEpPANMU IIPU COXPAHECHUHU ITOJHOM

pPEMHCCHUU NAIlUEHThl HaXOIATCSA Ha JUHAMUYECKOM HaOIIOICHUN y TeMaToJiora

M0 MECTY KHUTEJIbCTBA B TEYEHHUE S5 JIET.

2.8 PentuauB 3a00/1eBaHus1

Ecnmu mpu HaOmrOA€HWM TAIMEHTa BBIABISETCS YBEIWYCHHE OaCTHBIX
KJIETOK KOCTHOTO Mo3ra > 5%; M1 MOBTOPHO MOSBIISAIOTCS 0JacThl B KPOBU Kak
MUHUMYM B 2 oOpasmax IIK ¢ uHTepBamomM He MeHee OAHOW HENEeIu; WM
pa3BUBaETCA IKCTpaMEAYJUISIPHbIE OYark, TOT/1a, COCTOSTHUE PACLIEHUBAETCS Kak
peruanB 3a0oneBanus. K coxkanenuto, penuaus pa3BuBaetcs y 60-70% 00nbHBIX
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B Teuenue 3 Jjer. B oejaoM, IPOIrHO3 IIAaOMCHTOB IIOCIC pPCOHUANBaA
HC6H&FOHpI/I$IT€H.

3. OCTPBIN JUM®OBJACTHBIN JIEMKO3

3.1 Onpenenenne OJLJI

Octpeii  nuMpoOnacTheiid  jaeiiko3 (OJIJI) — »3To  rereporeHHoe
3JI0OKAYECTBEHHOE 3a00JIEBAHUE CHUCTEMBI KPOBH, MPOUCXOSIIME U3 KIETOK-
IpeIIeCTBeHHUL] TUM(OHUIHOTO Psijia TeMOTI033a C KIOHAIBHOM MposuQeparueit
U HapymeHueM uddEepeHIMPOBKA  JIGUKO3HBIX  KIETOK, YTHETEHUEM
HOPMAaJIbHOTO KPOBETBOPEHUS M BOBJIICUEHHEM B IIPOLIECC PA3JIMYHBIX OPraHOB U

cucrem opranusma (IITHC, swuku, muMdarnyeckne y3ibl, Celie3eHKa, IEYeHb U
t.1.) [21,31].

3.2 Dmupemuosiorus OJLJI

[Tuk 3a6oneBaemoctu OJUJI Habmonaercsa y nereit. 60 % naruentos OJIJI
moJioxe 20 siet [21]. Bropoii nmuk 3a00/1eBaeMOCTH pa3BUBaeTcs B Bozpacte 50—
60 ner [8]. Uem crapmie Bo3pacT, TeM uaiie 3abojeBaroT. EjkeroaHo
3a0oseBaeMocTh Bo3pacTaeT ¢ 0,39 ciyyas Ha 13 100 000 HaceneHus B Bo3pacTte
35-39 ner, no 2,1 ciydas Ha 100 000 Hacenenus — B Bo3pacte >85 Jer, 1O
CTAaTUCTHUKE pErucTpoB. Y B3pocablx manueHTtoB B-OJUJI 20-30% cnyuaes
BBISIBIIsIETCA (prtafenbpuiickast XpoMocoMa.

3.3 Knaccupurkanusa OJIJI

[nsa  onpenemennss  koHkpeTHbIX  BumoB  OJIJI  wmcnosb3yrores
UMMYHO(ECHOTHIT ¥ IUTOTCHETHUYECKUE/MOJICKYJISIpHbIC Tpu3Haku [65,66,70].
Koapt OJIJT mo mexxayHapoanoit kinaccudukanuu 6oaesneit (MKB) 10 u MKbB 11
npecTaBIeHbl B Tabuiie 9.

Tabnuna 9. Knaccudpurkanus OJIJI no MKB 10 u MKB 11 [6]

Kona \ Ha3Banue
MKB-10
C91.0 Ocrtpslit 1uMp0oOIaCTHBIN JIeHK03 / TUMPoMa
C83.5 Jlmmdoobnactaas (muddy3Has) mumdpoma
MKB-11
2B33.3 JlumbounHelil eiko3, He KJIAcCU(PUIUPOBAHHBIM OCTPBIA JHUM(OOIACTHBIN
JIEUKO3
XH5J37 JlumdoOnacTHbIl  JEHKO3 u3 KJIETOK-TIpEAIECTBEHHUKOB,  NOS

(HemuddepeHMpoBaHHBINA) OCTpBIA JTUMQoOIacTHeIN Jeiko3, NOS (0e3
cnenupuIecKuX XapakTepUCTHK)

2A90.5 T-xnerounas mmuMmdpomMa UM JIEHKO3 B3POCIBIX, aCCOIMUPOBaHHAs C
TkeTouyHbIM JIUMGOTPOITHBIM BUPYCOM TUMA 1

T-k1eTouHbIi ocTpbIil TMM(OOIACTHBIN JIEHKO3

2A85.6 Jlumpoma bepkutra, BKItOUas seiiko3 bepkurra

Octpsiii nTuMdoOIacTHBIN Jeiiko3 Tuma bepkurra
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XH8F29 | JlumdobnacTHbIH JeiKko3/TuMpoMa U3 paHHUX MPEAIIECTBEHHUKOB T KIETOK
(ETP /early T-precursor/ lymphoblastic leukaemia/lymphoma)

XH8BNN2 | BepkurrononobHas numdoma ¢ abepparnueii 11q

Octpsiii TuM}OOIACTHBIN JEHKO3, 3peiiblil B-KIIeTOUHBIN THTIT

bonpmHacTBO citydaeB OJIJT UMEIOT MOBTOPSIOMINECS UTOTEHETUYECKHUE U
MOJIEKYJIIPHBIE aHOMAJIUH, KOTOPBIE BIAUSIOT Ha ()EHOTHII, ECTECTBEHHOE TEUCHHE
U nporHo3 3abosneBanus. [IpumeuatensHo, uto B-knetounsiii OJIJI (B-OJUI) u
T-xnerounsiii OJUJI (T-OJIJI) umeroT pasHble XapakTEpHbIE MOBTOPSIOLIAECS
IIUTOTCHETHYECKAE U MOJIEKYJIsIpHbIe ocoOeHHocTH [6]. C ydeTroMm mosBICHUS
HOBBIX YTOUHSIFOIIMX IIUTON€HETHYECKUX H  MOJICKYJISPHO-TEHETUYECKUX

ocobennoctert B 2022 roay [60] mepecmorpen kiaccudpukanuu OJIJI mo BO3
(Tabmuna 10).

Ta6nuna 10. Knaccndukamus ocTpbix Jeiiko3os mo BO3 2022r. [16]

HoBooOpa3zoBanus U3 npeamecTBeHHNKOB B-kieTok

B-knerounsiii muM@oOaacTHeIN J1eliko3 / muMdoma

B-mumdobnactaerii aeiikos/mumdoma, B/1Y (6e3 1omnoHUTETsHOTO YTOUHSHHS)
B-knerounsiit muM@oOaacTHBIN J1eliKko3 / muMdoma ¢ THIEPAUTLUIONIUEH
B-knerounsiit muM@oOaacTHIN J1eliKo3 / TuMQoMa ¢ THIIOUTIUIONIUEH

B-knmerounsnii  muMm@oOIacTHBI Jeliko3 / amM@oMa ¢ BHYTPUXPOMOCOMHOMN
amrutukarueit xpomocoMsl 21 (1IAMP21)

B-mumdobnactHelii aeiikos/mumdoma co causianeM BCR::ABL1

B-mumdobnacTtasiii netiko3/mumpoma ¢ BCR::ABLI - like npuznakamu
B-numdoOnacthblil neiikos/mumboma ¢ peanxkuposkoilt KMT2A

B-numdobnactHslif aeiikoz/mumdoma co causianeM ETV6::RUNX1
B-nmumdobaactaeiif aeiikoz/mumdoma ¢ ETV6::RUNX1 - like npusznakamu
B-nmumdobnacTtasiii netiko3/mumbonma co cnusauem TCF3::PBX1

B-num¢poOaactHbii eiiko3/mumdoma co cnusgauem IGH::1L3

B-nmumdobnacTtsiit neiko3/mumdpoma co cnusauem TCF3::HLF

B-num¢poOnacTHeil neiiko3/mumdpomMa ¢ IpYrUMHU ONpPe/IeIeHHBIMU TeHETHYECKUMU
AaHOMAITUSIMHU

HoBooOpa3oBaHusi 3 npeAliecCTBeHHUKOB T-Ki1eToK

T- aumdoOnacTHbI Jeliko3 / ntuM@oma

T-nmumdoOnacTHbIl seliko3/ mumboma, B/Y

JInumpobnacTHe nexo3/numpoma U3 paHHUX mnpenmectBeHHUKoB T knerok (ETP
[early Tprecursor/ lymphoblastic leukaemia/lymphoma)

[Mpu wHammuum wmyramum  t(9;22) - ¢unanensguiickas xXpomMocoma,
XapaKTEPHOU Il XPOHHUUECKOTO MHUEIIOJICHKO3a BBICTABIIACTCS P MO3UTHBHBIHM
OJIJI. Tpancnokamus reHa abl u3 xpomocomsr 9 B 1ieuo (ber) 22 xpomocombl
HaspIBaeTcs  (unagenbPuilckol XpoMOCOMO#M, B HYeCTh MeCTa OTKPBITHS.
Bcenencteue Ttpancnokamuu obpaszyercs xumepHsid TeH BCR-ABL, xoTopbrit
CUHTE3UPYET aHoOMaldbHyr0 mnporenHkuHazy p2l10 wmm pl90. Tum p210
XapaKkTepeH Il XpOHUYECKOro Muenoieikos3a, a tum pl90 pis OJIJI. Hanuuue
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ATOM TEHETHYECKOW MYTallMu YXYJIIaeT TeueHHue 3a00JeBaHUE M MPOTHO3 Yy
oonbHbBIX OJIJI cTaHOBUTHCS HEOIAaronpusaTHBIM [2,52,65].

VY 6onpubix ¢ OJIJI B 70 % cinydaeB BBISBISIOTCS TMpe-B-kierounsie
auM(po0OIacTbl, KOTOpBIE OKCIPECCUPYIOT paHHUU B-KiIeTouHbIl aHTUreH
(CD19). OHM CHHTE3UPYIOT MYTHPOBaHHbIC HMMYHOTJIOOYyMHBI. Y 30%
NaIMEHTOB TPaHCHOPMHUPYIOTCS Ha JISMKO3HBIE KJIETKU U Y HUX 00OHApY>KUBAIOTCS
pannue anturensl T-xietok (CDS5, CD8) u aHoMalibHbIE T€HBI T-KIETOYHOTO
penientopa. Ummynodenotunmdeckas knaccudukamus OJIJI mo EBpometickas
rpyIia 1o UMMYHOJIOTHYECKO# xapaktepuctuke seliko3oB (EGIL) npencraBnen
B TaOiuue 11, mo AIEOP-BFM B tabaure 12.

Tabnuna 11. NmmyHopeHoTunIMYECKAs KJIaccu(pUKaALUA OJ1JI
(EBpomneiickasi rpynna no UMMYHOJIOTHYECKON XapAKTEPUCTHKE JEHKO30B

(EGIL)) [6]

Mapkepst OJIJI u3 npenmectBeHHUKOB B-mumdonmuroB CD19+ u CD79%a+ w/wm cyCD22+

CD 10— OJIJI u3 npo-B-numpobnactos (B-1)

CD10+ cylg- Common- OJIJI (B-I1)

cylg+ slg— OJIJT u3 npe-B-mumdobaactos (B-111)

slg+ OJUI u3 penotunuuecku 3pensix B-numpodnactos (BIV

mature)

KiiroueBsie Mmapkeps! s OJIJ1

u3 npenmectBeHHUKOB T-mumdonnrtos: cyCD3+ u CD7+

cyCD3+ CD7 ToapK0 OJIJI u3 npo-T-numdobaactos (T-1)

CD2+ n/unu CD5+ OJIJT u3 npe-T-mumbpobiactos (T-11)

CDla+ OJIJI u3 xoptukanbHbix T-mumpoobnactos (T-111)

sCD3+ CDla- OJIJI u3 penorunuuecku 3pensix T-mumdpoodnactos (TIV)

Tabmuna 12. AIEOP-BFM kaaccudukanus OJLJI [16]

NmmyHonoruaeckas NmmyHodeHoTHIMYecKue Kommenrtapuii
MOATPYIIIa 0COOEHHOCTH
B-I (pro-B) CD10- B-OJIJI nuneitHble MapKepbl
B-11 (common B) CD10+ -
B-I11 (pre-B) ilgM+ CD10-/+
B-1V (mature B) K+ 1 A+ Bosmoxxno ¢ FAB L1/L2
Mopdoioruei
T-1 (pro-T) iCD3+ u CD7+ T-OJ1JI nuHeitHple MapKephl
T-11 (pre-T) CD2+, CD5+, CD8+ sCD3 +
T-111 (cortical T) CD1la+ sCD3 + B03MOXKHO

T-1V (mature T)

CDla- u sCD3+

sCD3strong,
sCD3Bo3moxHo + ¢ TCR+

U1

ETP (nononnenue x T-I
wiu TII)

CDla-, CD8 - 00pan0 CDS5 +/-
n >1+ n3 HLA-DR, CD11b, 13,
33, 34, 65, 117

ectn CDS strong +: >2+ wu3
HLA-DR, CD11b, 13, 33, 34,
65, 117; sCD3 + wmoxer
BCTPEYAThCS
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Mopdomnornueckue Bapuantsl OJIJI mo ®Ab knaccudukanuii (1976):
* L1-Bapuant (npe B-knetounsrtii Tun) — OJUJI ¢ mukpodopmamu 061acTOB;
 L2-Bapuant (T-knetounsiit Tum) — OJIJI ¢ rereporeHHbIMu OJ1acTaMu;
* L3-Bapuant (B-knerounsiit Tum) — OJIJI ¢ 6epkuTonogoOHbIMU OjacTamu.
Hannast knaccuukanus KIMHAYECKOTO 3HAUYCHHWE HE MMEET M BpayaMu
reéMaToJIOTaMH B MTPAKTUKE HE MCTIOIB3yeTCS.

3.4 Crparudukauus rpynn pucka OJ1LJI

Craptudukarus rpynn pucka npu OJIJI Bxmrodaer (hakTopsl, CBSI3aHHBIC
NaneHToM, 3abojeBaHMeM (MMMYHO(DEHOTHII, T€HETUYECKHE aHOMAalUU) |
oTBeToM Ha Tepanuio. B Kazaxcrane mcnonb3yeTcst cuctema cTpaTH(PHUKAIIUU
PHUCKOB, IPE/ICTABICHHAS HIXKE.

Kpurepun Beicokoro pucka nmpu OJIJI y B3pocubix [32]:

e Iloxwumnoit Bo3pact — >60 ner — BbIcOKMH puck, or 30 mo 59 ner —
MIPOMEKYTOUHBIN PUCK;

« KommuecTBo nelikonuToB B aedrore >30*10%n npu B-OJIJI n >100%10% 1 npu
T-OJUT,

* Ummynodenotun: Pro-B-OJUI, pannuit T-OJIJI (no knaccudukanuu AIEOP-
BFM), spensiii T-OJIJI T-1V Tun;

« KinonanpHble nuToreHeTHueckne anomanuu — t(4;11)/MLL, t(1;19), t1(9;22) /
BCR-ABL1 u npyrue HeGaaronpusTHbIe MyTalllH;

* ['unogumnnounus (MeHee 46 XpoMocoMm);

» Heiponeriko3s;

* OrtcyTcTBHE OJHOM peMHuccHH nocie 1 HHIyKIMOHHOTO Kypca;

* MOb — ypoBenp MOD kocTHOTrO M03ra nocnie noctukenust pemuccuu >10 -3 ¢
UCIIOJIb30BAaHUEM CNEHU(PUYECKON ISl TalueHTa peapaHKUpPOBKH TeEHA
Ig/TCR.

['pynmna BBICOKOTO pUCKa BBICTABISETCS IPU OOHAPYKEHUU XOTS ObI OJTHOTO
npu3Haka y 00sbHOT0. [Ipy OTCYTCTBHM TaHHBIX TTOKA3aTeNiel MalueHTa OTHOCST
K epynne cmanoapmuozo pucka. Eciu x 21-my nnaio mporpammuon [IXT y
NALMEHTa HE JOCTUTAaeTCs PEMUCCHS, TO MAUEHTA OTHOCST K epynne @blCOKO20
pucka [52].

3.5 Jlmarnoctuka OJLJI

l'emocpamma.  KomuuecTBO  JIEMKOLUUTOB  MOKET  MEHSTBCS  OT
arpanynonurosa 0,5*10%n no runepneiikonurosa 700*10%1; yBenuuenue uncna
neiikonuros Beime 10,0%¥10° /n otmeuaercs y 60% GonbabIX, Beime 100,0%10%1
—y 10%; tpombonuTonenus menee 50,0%10%n onpenensercs y 60% GONBHEIX,
TaK K€ MOYKET Ha0JIt0JaThCcsi HOPMOXpOMHas aHemust [21].

Muenoepamma. llpu nyakiun KM ob6HapyXuBaeTcst yBeIMueHUE 0JIACTHBIX
kietok 20% u 6oree, BeiTecHeHHEe TMOoOIacTaMi HOPMAJTLHOTO TEMOI033a C
YTHETCHHEM DJPUTPOUIHOTO, TPAHYJIOIUTAPHOTO ¢  METaKapHOIUTAPHOTO
POCTKOB.
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Lumoxumuueckue peaxyuu. JIumpoOIacTsl 1aI0OT TO3UTHBHYIO PEAKIUIO K
TJIMKOTEHY, HETaTUBHYIO PEAKIIMIO HA MUEJIONIEPOKCUIA3Y U JIUIUIAM.

Humynogpenomunuposanue. ITO  HCCICIOBAHUE MPOBOAUTHCS IS
onpenenenus Bapuanta OJIJI, Ha uccienqoBanue BO3bMYT OJIACTHBIX KJIETOK Kak
u3 KM, tak u3 nepudepuieckoil kpoBu. C y4yeToM HaIMUUS U BBIPAKEHHOCTH
AKCIIPECCUU ONPEICICHHBIX aHTUTeHOB Bepuduiupyercs noarun OJIJI:

* AHTHTEHBI, creuuduunsie a1 B-nmumdobdmactop — CD10+, CD19+,
CD79a+, cCD22+, sCD22+, CD24+, PAX+, TdT+, Bo3MOXHa 3KCIIpecCHs
CD34+, CD20+;

* Awnturens, cienuduansie aia T-mumdodmactoB — CDla+, CD2+, CD3+,
CD4+, CD5+, CD7+, CD8+, CD34+ [59].

Nmmynodenotunnueckue Bapuantsl OJIJI npeacrasnenst B Tabnuue 10.

LHumoeenemuka OJII.

Xpomocomubie anoManuu npu OJIJI paznensitorcst Ha KOTUYECTBEHHBIE UITH
CTPYKTypHBIC. [Hmepmionauss — 5TO YBEIWYEHHE KOJUYECTBA XPOMOCOM
oonbuie 46 u Bctpeuaerca B 5-15% ciyuaeB OJIJI y B3pocnsix. ['unomnonaus —
ATO CHHKEHME KOJIMYECTBA XPOMOCOM MEHBbIIIE 46 1 BBIABIIAECTCS B 2-8 % Ciiyyaes
OJUIL IIporHo3 mpu U3MEHEHHSIX KOJIMYECTBA XPOMOCOM - HEOJArONpHUSTHBIN.
CrangapTHOE€  IMTOTEHETHYECKOE  HCCIEJAOBaHME  OJIacCTOB  SIBISIETCS
CAMHCTBEHHBIM METOJIOM, MPH KOTOPOM aHAJIU3UPYETCS] BECh XPOMOCOMHBIM
HaOop uyenoBeka. Ho, 3TOT MeETON TOTOBUTHCS JOJTO, WHOTJA Jake H3-3a
OTCYTCTBUE JCNSIIUXCS KIETOK (MHUTO30B) BBIIOJIHUTH HEBO3MOXXHO. B Takux
ciydasx BeimonHsercss FISH (dbayopecuentHas rubpuamzanusi in - situ)
ucclieloBaHKe Ha pa3Hbie myTanuu. Hampumep, 1(9;22) (934; q11) - BCR-ABL u
t(4;11) — MLL-AF4 npu B-OJIJI [33,42,45].

[TpeumymectBom merona FISH sBisieTcss BO3BMOXXHOCTh HCCII€/IOBaTh HE
TOJIBKO KJIETOK B ¢ha3ze MHUTO3a, HO U Te€X, YTO HAXOJUTCsA B UHTep(dase, Tak ke
KOJIMYECTBO MCCIICTyeMbIX KJIIETOK HE OTPAaHMYCHO, BOBMOXKHO 10 coTHU. Ho, 1o
metony FISH anamm3upyroTcss TONBKO T€ YYacTKH XPOMOCOM, TZie€ MUMEIOTCS
MOJICKYJIIpHBIC 30HABL. K cokajeHuio, HEBO3MOXXHO pPacCMOTPETh BECh
XPOMOCOMHBIA HA0Op LETUKOM.

[{utorenernueckue ocobeHHoctu. OObuHOE KapuoTunupoBanue u FISH
METO/ BBISBIISIIOT TOBTOPSOIIMECS ITUTOTEHETUYCCKUE W/HWIM MOJICKYJISIPHBIC
aHomayinu pumepHo B 80% ciyuaeB B-OJIJI u B 50-70% ciyuaes T-OJIJI [67].
B oTmenpHBIX cCiy4yasx MOTYT TPOSIBISATHCS KOJUYECTBEHHBIE aHOMAJIHMH
(Hampumep, THUNEPIUTIIONINS, TUIIOAWIUIOUANS), CTPYKTYpPHBIE W3MEHEHUS
(HarmpuMep, TPaHCIIOKAIMK, HHBEPCUH, JCTICIMK) WK U TO U apyroe [33,45,59].

Jlrombanvnaa nynxkyus. Bcem OGombHbIM OJIJI momkHA BBITOIHATHCS
moMOanbHas TYHKIUS C MHKPOCKOMHEW OcajKa JIMKBOpA Ul HUCKITFOYCHUS
HEWPOJIEUKO3a.

Jlononnumenvhoie 006C1€008aAHUS:

» IlepBuuHbIii OCMOTp cO cOOpPOM Kajlo0, aHaMHe3a 3a00JIEBaHHUS U >KU3HH.

Ornenka o6iero cocrosiaus mo ECOG (BO3).
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o Jlyis XapakTepUCTUKU Pa3MepPOB, CTPYKTYpbl HHOUILTPUPOBAHHBIX OPTAHOB,
Hanuuue oOpasoBaHuit u cBoOogHON xuakocth KT w/wnmm  spepHo-
MarHUTHOPE30HAHCHass ToMmorpadgusi TPYIHOTO CErMEHTa, OpIOIIHOTO
CErMeHTa, rOJIOBbI, MAJIOTO Ta3a (IO MOKa3aHUsM).

* KT/MPT roioBsl ¢ KOHTPaCTOM IPH HEBPOJIOTHYECKUX CUMIITOMAX.

* [lpu nonydyeHUH «CyXUx» IMMyHKTATOB MPOBEJACHUE TPEITaHOOUOTICHUH.

* buoxumuyeckuii aHanu3 KpoBU (TUVIFOKO3a, HATpPUH, KaJIUM, KaJbIIUH,
KpEeaTWHWH, acmapTarT aMHuHOTpaHcdepasa, aJaHuH aMHuHOTpaHcepasa,
menovyHas pocdarasa, JaKTaTACTUIPOreHa3a, OMIMPyOrH, MOYEBHUHA, OOTIIHIA
0enoK, MoYeBasi KUCIOTa, KPEaTUHUH).

» KoarymorpamMma: akTUBHPOBAHHOE YACTUIHOE TPOMOOIUIACTUHOBOE BpEMS,
OpPOTPOMOMHOBOE  BpeMsi,  TPOMOMHOBOE  BpeMs,  MEXIyHapOIHOE
HOPMAaJIM30BaHHOE OTHOLLIEHUE, ((UOPUHOTEH.

o OOmmi aHaiu3 Moud (NI HCKIIOYCHHS MaKpO- M MHKPOTreMaTypHH,
JICHKOLIUTYPHH, OATEpUypPHH).

« [IIP na BupycHble WH(OEKIUU (BUPYCHBIC TEMATUTHI, IUTOMETAJIOBUPYC,
BHUPYC MPOCTOTO Teprieca, Bupyc DmirteiHa-bapp, Bupyc Varicella, Bupyc
Zoster), BUY.

« TID9T/KT mpu 60Jb1110# OMMyX0JEBON Macce B CPeIOCTEHUH, TUM(POOIaCTHBIX
muMdoMax i OIIEHKH OTBETa Ha TEPaIlUIo.

* VY3U opranoB OpromIHON MOJOCTH JJIsl UCKIIOYEHUS TeNaTOCIUICHOMETAJINH,
muMpoaeHonaThiu a0JJOMHAIIBHBIX JIMM(PATHUYECKUX Y3II0B.

* Y3/ MOIIOHKHU IO TTOKa3aHUsAM.

* V3U nepudepuueckux U BHYTPUOPIOWIHBIX JUM(DOY3JIO0B — YBEIMUYEHUE
pa3MepoB U UBMEHEHHUE CTPYKTYPbI TUM(POY3JIOB.

e OKI - mapyuienue putma v NpoOBOJSIIENR CUCTEMBI CEpPLIA.

» OxoKI - npusHaku cepieyHON HeoCTaTOYHOCTH ((hpaKiius BHIOpOCa MEHBIIIE
60%), CHIKEHHE COKPATUMOCTH, JUACTOJIWYECKasl TUCOYHKIMS, JIEroyHas
TUIIEPTEH3US, TOPOKU U PETYPrUTAIMHU KIIAIIAHOB.

« OI'JIC - mpuzHaku 330¢aruta, racTpura, JAYOJACHHUTA, S3BEHHBIC NE(EKTHI
CIM3HUCTBIX KeTyJKa U 12 nNepCcTHON KUIIKU.

3.6 Jleuenue ocTporo JuM¢poo1aCTHOTO Jieiiko3a

Jleuenue [TallUEHTOB Cc OJIJI  mpoBOAMTBCA  MPOTPaMMHOMN
MOJIMXUMHUOTEPANTUEN, KOTOPask COCTOUT U3 KypCOB MHAYKIIUH, KOHCOIUAALUHU U
NOJJIEP>KUBAIOILEH Tepanuu ¢ TPOPHUIaKTUKOMN U JieueHueM Helponeiiko3a. Tak
e, y MAILMEHTOB C BBICOKMM PUCKOM PELUAMBA PACCMATPUBAETCS AJJIOTCHHAsS
TPaHCIUTAHTALIMS TeMOIMOATUYECKUX CTBOJIOBBIX KJIETOK. B oOwiel cioHOCTH
JICYEHUE JTUTHCA OKOJIO ABYX JIET.

[lepen HayaioM XMMHOTEPANIUU HEOOXOIUMO CTAOUIU3UPOBATH COCTOSIHUE
NaleHTa W KOHTPOJMPOBATh COMYTCTBYIOIIME 3a00JieBaHUs, TaKHe Kak
UHpEKINY, KpPOBOTEUCHHE, THUIEPYpPUKEMHUs, O0€3BOKHBaHHE, HapyLICHUE
GyHKIIMM TOYeK, aHeMus U TpomboruToneHuss u T.0. Hasnauenue
TMJIPOKCHUMOYEBUHBl WJIH TIJIIOKOKOPTUKOMJOB MOTYT HCIIOJIB30BAThCSA IS
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HUTOPEIYKLUH.

MeToa0M JedeHus: 0opHEIX OJIJI.

KOM6I/IHI/IpOBaHHa${ XUMHUOTCpaAIuAg  ABJICTCA  OCHOBHBIM

3.6.1 Jleuenue Ph nHeraTmBHOro ocrporo JauM¢ooJacTHOro Jeiko3a y
B3pocibIx B Bo3pacre 18-65 ser All-2022 Kz (Hoelzer et al.)

B Kazaxcrane ucnosnbszyercs MOIuGUIMPOBAHHBIN JIJIs1 HAIIEW pecmyOIuKu
KIMHUYEeCKui mpoToko siederus OJ1JI, nepecmoTtpennsiii B 2022 roay (Tadmuia
13) [6], KOoTOpBI COCTOUT W3 npedghaszvl, UHOYKYUU PEeMUCCUU, KOHCOTUOAYUU
pemuccuu n noodepacusarower mepanuu. Ilporpammuas IIXT no npotokomy
ALL-2022 Kz (Hoelzer et al.) mepecmoTpen rpymmoii Bpadei-remarosioros PK ¢
y4acTHEM CIENHANIKNCTa MO OCTPBIM JIEHKO3aM MHPOBOTO YPOBHS, HEMEIKUM

remarojiorom D.Hoelzer.

Ta6nuna 13. Mporokoa ALL-2022 Kz (Hoelzer et al.) [6]

35— 55 ner: 1,5 r/m?

> 55 net: 1 r/m?

IIpenapar \ Ho3a Bpems JAuu
ITpendasa (1-6 qum) 1 Hemens
[podpunakTuka HNutparekanbHo: MmeroTpekcat 15 mr, 1, 6 nuu
HelpoJieliko3a uurtapadbun 40 mr, nekcameTa3zoH 4 Mr
JlekcameTa3oH 10 mr/m? B/B 1— 6 guu
Huxnodochamun 200 mr/m? B/B 3a (1 4.) 4 — 6 uu
*Putykcumad 375 mr/m? B/B 6 1eHp
Wupyknwst | (7-21 nun) 2-3 venens
JlekcameTa3oH 10 mr/m? B/B WJIM BHYTPb 7—11 nun
JayHopyOunux 90 mr/ M B/B (3a 15 munyT) | 7 — 81HNK
(45 mr/ M2 >55 er)
Bunkpuctun 2 Mr B/B 00IIIOC 7,14, 21 nuun
L-acmaparnnasa 10000 En, ecim macca | B/B (1 4.) 14, 16, 18 muu
tena <50kr 5000E1/m%;
[podpunakTuka HNutpaTtekanbHo: MeToTpekcat 15 mr, 20 neHb
HeNpoIeiikosa uutapadun 40 mr, nekcameTa3zoH 4 Mr
ITyHKITMST KOCTHOTO MO3Ta 21 nenn
Wunyknus 11 (24-49 nun) 4-6 nenens
Huxnopochamu 1000 mr/m? B/B (14.) 24, 44 nuu
*Putykcumad 375 mr/m? B/B 24, 44 nun
[uTtapabun 75 Mr/m? B.B (14.) 26-29, 33-36,
40-43 muum
6-MepkanTonypHuH 60 mr/m? BHYTpb 31-44 nuu
Ipopunaxmuxa WNuTpaTekanbHo: MeToTpekcat 15 mr, 34 nenb
HelponeluKko3a ruTtapabud 40 Mr, 1ekcameTa3oH 4 Mr
ITynkuust koctHoro mosra + MPb 44 nenn
Koncomumamms | (60 — 65 quu) 8-9 Henens
Putykcumab 375 mr/m? B/B 60
JlexcameTa3oH 10 mr/m? B/B WJIM BHYTpb 60-65 nHu
Bunkpuctun 2 Mr B/B 00JII0C 61 nenp
MetoTtpekcar 18-35 net: 3 r/m? B/B (B TeUCHHE 61 nenp

24y.)
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IIpenapar Ho3a \ Bpems JAnun
Kanbrus vwim Hatpust Havanbhast 103a 50 Mr/m> 62-63 neHn
(doymHAT MO cXeme ITpu xoHIEHTpauu: 3 — 2 MKMOJIB/JT —

45mr/M?, 2— 1 MEMOITB/TT — 30Mr/M?,
1 - 0,25 mxMoub/n- 15 Mr/m?, HUKe
0,25 oTrmeHa
Iromo3nusn 250 mr/m2 B/B (14.) 64, 65 nun
[utapabun 1,51/ M?x 2 pa3a B B/B (34.) 65 neHn
CYTKH
[TyHKIMSI KOCTHOTO MO3Ta 65 neHn
Koncomumarwmst 11| HDMTX / ASP (75 — 84 nuwn) 11-12 nenens
IIpodunakruka HutparekanpHo: MeToTpekcar 15 mr, 75 neHb
HEeHpoeiKko3a uurapabun 40 mr, qekcaMera3oH 4 Mr
MeTtoTpekcar 18-35 ner: 3 r/m? B/B (B TE€UEHHE 76 nenp
35—55ner: 1,5 r/m?> | 24u.)
55 net: 1 r/m?
Kanbuus wim Hatpus Hauansnas 1032 50 mr/m? 77 nenp
(dbonuHAT Mo cxeme ITpu xoHUeHTpauu: 3 — 2 MKMOJIB/JT —
45mr/M?, 2— 1 MEMOJTB/TT — 30Mr/M2,
10,25 mxmons/n- 15 mr/m?, auke 0,25
OTMEHA
L-acnaparunasa 10000 En, ecnu macca | B/B (1 4.) 78, 80, 82 nuu
tea <50kr S000Ex/m%;
nmu 1191~ Acnapraza 2000 En B/B (2 4.) 78 neHb
Koncomunanus 1l HDMTX / ASP (92 — 98 nun) 13-14 nenenst
MeroTpekcar 18-35 net: 3 1/M? B/B (B TeUCHHUE 92 neHn
35— 55 netr: 1,5/M® | 24q)
> 55 net: 1 r/m?
Kanbuus wim Hatpust Hauanbrast 103a 50 mr/m? 93 neHsn
(dosMHaT Mo cxeme [Tpu xoHUIEHTpaIH: 3 — 2 MKMOJIB/JT —
45mr/M?, 2— 1 MEMOJTB/TT — 30Mr/M2,
1 - 0,25 mxMonb/n- 15 Mr/m?, HiKe
0,25 ormena
L-acmaparnnasa 10000 Ex, ecim macca | B/B (1 4.) 94, 96, 98 qun
tera <50kr 5000Ex/m%;
i [191'- Acniaparunasa 2000 Ex B/B (2 4.) 94 nesp
Koncomunarws 1V (99 — 105 nuu) 14-15 nenens
*Putykcumad 375 mr/m? B/B 99 nesp
[{utapabun 1 /m? B/B (3 4.) 100, 103, 105
JTHU
wm Henapabun (s T- 1,5 r/m? B/B (2 1.) 100, 103, 105
OJII) JHA
i Kinagpubun (st T- 0,2 mr/kr B/B (2 4.) 100-105 maUM
OJLI)
i Hukimodochamu 250 mr/m? B/B (1 4.) 100, 103, 105
JTHU
Koncomunanus V HDMTX / ASP (120 — 126 nuu) 17-18 nenens
MertoTpekcat 18-35 ner: 3 r/m? B/B (B TCUCHHE 120 nenp

35— 55 ner: 1,5 r/M?
> 55 ner: 1 /m?

244.)
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IIpenapar Hosza \ Bpems JAnun
Kanprus wim natpust Havanbhast 103a 50 Mr/m> 121 neun
¢donuHAaT IO cXeme [Tpu xoHUIEHTpaUK: 3 — 2 MKMOJIB/JI —

45mr/M2, 2— 1 MEMOITB/TT — 30Mr/M2,
1— 0,25 mxmounb/n- 15 mr/m2, Hmke 0,25
OTMEHA
L-acmaparunasa 10000 En, eciu macca | B/B (1 4.) 122,124, 126
tena <50kr S000Ex/m2; IHU
WJIN T10I'- Acnaparnnaza | 2000 En B/B (2 4.) 122 nenp
ITyHKIIMSI KOCTHOTO MO3ra 126 meun
Koncomunamus VI HDMTX / ASP (135 — 143 nuwn) 19-20 nenens
[Ipodunakruka NHTparekanbHo: MeToTpekcar 15 mr, 135 nenn
HEHpPOJICHKO3a uuTapadbus 40 Mr, ekcameTas3oH 4 Mr
MeroTpekcar 18-35 net: 3 /M2 B/B (B TeUEHUE 136 nenn
35— 55 net: 1,5 r/m2> | 244.)
55 net: 1 r/m?
Kanpuus nnu Hatpus Hauansnas 103a 50 mr/m? 137 nenn
(dhonuHAT Mo cxeme [Ipu xoHUeHTpanuu: 3 — 2 MKMOJIB/JT —
45mr/M2, 2— 1 MEMOIIB/1 — 30Mr/M2,
1— 0,25 Mxmous/n- 15 mr/m?, amke 0,25
OTMEHAa
L-acmaparunasa 10000 En, eciu macca | B/B (1 4.) 139, 141, 143
tena <50kr 5000Ex/m? IHU
WJIN TI9T'- Acniaparnnasza | 2000 En B/B (2 4.) 139 nesp
Konconunarms VII: Peunaykius (156 — 175 nuu) 22-25 nenens
[Tpodunakruka WHuTparekanbHo: MeToTpekcar 15 mr, 156 nenn
HeNpoeliKo3a nutapadbus 40 mr, 1ekcaMeTa3oH 4 mr
Putykcumab 375 mr/m? B/B 157 nenn
[Ipeann3onox 60 Mr/M° B/B UJIU BHYTPb 157-172 nam
Jlaynopyounux 30 mr/m? B/B (15 MuH) 158, 165 nuu
Bunkpuctua 1 mr/m? B/B O0IOC 158, 165 nuu
L-acmaparnnasa 10000 En, ecim macca | B/B (1 4.) 171, 173, 175
tena <50kr 5000E1/m? ITHU
WJIN T10I'- Acnaparnaaza | 2000 En B/B (2 4.) 171 neHn
Koncomuparms VIII HDMTX / ASP (190 — 196 nuw) 27-28 nenens
MeTtoTpekcar 18-35 ner: 3 r/m? B/B (B TEUEHHE 190 nenn
35— 55 net: 1,5 t/m2> | 244.)
55 net: 1 r/m?

Kanbums nnm Hatpust
dbonuHAT MO cxeme

HauansHas 1o3a 50 mr/m?

[Tpu koHUIEHTpauu: 3 — 2 MKMOJIB/JT —
45mr/M2, 2— 1 MEMOJTB/TT — 30Mr/M2,
1— 0,25 mxMoutb/i1- 15 Mr\m?, Hike

191-192 nensn

0,25 ormena

L-acmaparunasa 10000 En, ecitm macca | B/B (1 4.) 192, 194, 196
tena <50kr S000E1/m?; THUA

WJIN TIDOT'- Acnaparunaza | 2000 Ml B/B (2 4.) 192 nenn

Koncomuparms IX HDMTX / ASP (210 —216 nuu ) 30-31 nemenst

MeroTtpekcar

18-35 ner: 3 r/m?
35— 55 ner: 1,5 r/M®>>
55 ner: 1 1/m?

B/B (B T€UCHHE
244.)

210 ngeHb
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IIpenapar Jlo3a \ Bpems Jnu
Kanpuus vim HaTpust Hauasbnast 103a 50 mMr/m? 211 neHn
¢donuHaT mocxeme [Tpu koHUIEHTpauuu: 3 — 2 MKMOJIB/JI —

45mr/M2, 2— 1 MEMOJIB/1T — 30Mr/M2,
1— 0,25 MxMmounb/1- 15 mr/m?, auke 0,25
OTMEHa
L-acmaparunasa 10000 En, eciu macca | B/B (1 4.) 212,214, 216
tena <50kr S000Ex/m? IHU
WJIN T10I'- Acnaparnnaza | 2000 En B/B (2 4.) 212 neHp
Koncomumarms X (230 —236 aun) 32- 33 Hemens
[Mpodunaxruka HurpaTekansHo: MeToTpekcar 15 mr, 230 neHb
HeHpoJeiko3a nuTapabun 40 Mr, 1ekcameTa3oH 4 Mr
Purykcumab 375 mr/m? B/B 230 neHb
[utapabun 1 /™2 B/B (34.) 231, 234, 236
WNJIN Henapabun (mis T- 1,5 r/m? B/B (24.) 231, 234, 236
OJII) JTHU
NJIN Knagpubun (ms T- 0,2 Mr/kr B/B (2 4.) 231-236 quu
OJLI)
NJIN Huxodochamu 250 mr/ M? B/B(1 4.) 231, 234, 236
TTHU
Koncomunanus XI HDMTX / ASP (252-259 nnu) 36-37 nenens
[Tpodunakruka HutparekanpHO: MeToTpekcar 15 mr, 252 neHb
HEeHpoJeiko3a nuTapabun 40 Mr, gekcameTa3oH 4mr
MeroTpekcar 18-35 net: 3 /M2 B/B (24 4.) 253 neHn

35— 55 ner: 1,5 r/M?
> 55 ner: 1 r/m?

Kanbums nim Hatpust
(dbonuHAT Mo cxeme

Hauvansuas nosa 50 MI/M?

[Tpu koHUIEHTpauu: 3 — 2 MKMOJIB/JT —
45mr/Mm?, 2— 1 MEMOJTB/TT — 30MI/M2,

1 — 0,25 MKMOITB/TT- 15 Mr/M2, HIKE
0,25 ormeHa

254-255 nenp

L-acmaparnnasa 10000 En, ecim macca | B/B (1 4.) 255, 257, 259
tena <50kr S5000En/m>; JTHU
WNJIN TID9T'- Acmiaparnnaza | 2000 Ex B/B (2 4.) 255 neHn

Koncomumarms XII HDMTX / ASP (270

—280 nan) 38-40 Henmenn

MeroTpekcar 18-35 net: 3 r/m? B/B (24 4.) 270 neHn
35— 55 ner: 1,5 r/mM%>>
55 ner: 1 r/m?
Kanpuus vim vHatpus Hauasbhast 103a 50 mMr/m? 271 neHb
¢donuHat 1o cxeme [Ipu koHuEHTparuu: 3 — 2 MKMOJIB/J1 — 45
mr/m?, 2— 1 MKMOITB/TT — 30MI/M?,
1— 0,25 MxMOITB/71- 15 Mr/M2, HIDKe
0,25 ormena
L-acmaparunasa 10000 En, ecitm macca | B/B (1 4.) 272,274, 276
tena <50kr S000E1/M?; THUA
WNJIN T1291'- Acnaprasa 2000 Ex B/B (2 4.) 272 neHb
[Tpodunaktrka WNuTparekanbHo: metoTpekcar 15 mr, 280 nenn
HEWPOJIENKOo3a nutapadbus 40 mr, 1eKkcaMeTa3oH 4 mr
[TyHKIHS KOCTHOTO MO3ra + 280 nens (40
MPb HEJIEIb OT

Hayajia Tepanuu
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IIpenapar Jlo3a \ Bpems \ Jnu

Jlau mpoprtakTHKH HNuTpaTekanbHo: MeToTpekcat 15 mr, Huu 1, 6, 20,
Helposneiikosa (¢ 1 o 40 uuTapadun 40 mr, 1ekcameTa3oH 4 Mr 34,75, 135,
HeJeno mpotokoia) — 10 156, 230, 252,
MHTPATEKAJIbHBIX BBEJICHHUH 280
TPHILJICTOB

[Monnepxusatomias Tepanus ¢ 41 no 130 Henenu BKIIOUUTENBHO T.€. 10 00mIei
HPOJIOJDKUTEIIBHOCTH JICUCHUSI OT ero Havana 2.5 rona

MeTtoTpekcaT 20 Mr/M? B/B UM BHYTPb 1 pa3 B Henemo

MepxkantonypuH 60 Mr/M2 BHYTpB Koppexknus
TI035I B
3aBHCHUMOCT
U OT YPOBHS
JIEUKOIIUTOB
"
TPOMOOIIMTOB

IIpenapar Ho3a Jdan

[Ipodpunakruka WHuTparekanbHo: MeToTpekcar 15 mr, 1 pazB3

HelpoJeikos3a uurtapadun 40 mr, nekcameTa3zoH 4 Mr Mecsa J10
ob1ero
KoJmyecTna 4

* mpu CD20 OJIJI

Ilpeogpaza

[Ipyn ycTaHOBJIEHUM NHMATHO3a JICUEHHUE CJEAyeT HauMHATh HEMEIJICHHO,
JKeJNaTelIbHO B CHEIUAIM3UPOBAHHOM CTALIMOHAPE C JOCTYIIOM B OTIEJICHHE
WHTEHCUBHOM Tepanuu. lIpeaBapuTenpHbIi 3Tal Tepanuu KOPTUKOCTEPOUIaMHU
(mexcameTa3oH) B KOMOMHAIIMU C JAPYruM mpenapatoM (mukiodochaMuiom)
Ha3HauYalT BMecTe ¢ aytomypuHoiiom 300 Mr/mM2 u runpaTainueit B Teuenue 5—7
nHeil. O0beM MH(Y3UU Y NAllMeHTOB C TUIEPICHKOIMTO30M U IPU OTCYTCTBUH
CepJIeYHON M OCTPOM MOYEYHON HeJ0CTaTOYHOCTH cocTasiseT 3000 mia/M2, uTo
npeBbIaeT ¢uznoigorundeckyto mnorpedHocts (40 mu/kr). 50% pacueTHOTO
o0beMa MOXKET OBbITh BBeJCHO TepopanbHo. [IpeadazoBas Tepamnusi mo3BOJISET
n30exaTh B OOJIBIIMHCTBE CIydaeB CUHIpoM Jn3uca omyxodu (CJ10).

Hnoykyus pemuccuu

Nunykius peMuccuu pasaeneHa Ha aBe $asel u qiautces 38 quedt (¢ 7 o 44
IHU Kypca). Llenblo MHAYKIIMOHHOM Tepanuu SIBISETCA AOCTUXKEHUE MOJHOM
peMuccuu, KoTopas oueHuBaercs K 21 nHro Kypcea. Kpurepnii monHou peMuccuu:
 KOrJa B MHUEJIOTpaMMe OJIACTHBIE KIETKH COCTaBIIAIOT MeHee 5%, 1ocTaTouHast

KJIETOYHOCTh MHUEJIONO0334;
+ OTCYTCTBHE LIUTO3a B JINKBOPE;
- orcyrctBue MPB (ompenensiercs Ha 44 1neHb OT Hayajia TEpamud IpH
OTCYTCTBUU MEPEPHIBOB B JICUEHUN).
Ecnu nmocne 3aBepmienus | pa3et uaayKmmm pemuccus He focTurayTta (21 neHp
Kypca), TOrJia MalkeHTa OTHOCST K TPYIIIE BBICOKOTO PUCKA.
Konconuoayusa pemuccuu
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Konconunanus npoogutcs ¢ 60 mo 280 auu 1 3aHuMaeT 60s1ee 7 MecsIeB.
[IpoTokoin cocTouT u3 12 KypcoB KOHCOJIUIAIIUU:

* Koncomupanus | BkiroyaeT 5 mpenapaToB — BBICOKHE JI03bI METOTpEKcaTa,
MPOMEKYTOUHBIE J103bl IUTapaOUHa, STOMO3M I, BUHKPUCTUH U JIEKCAaMETa30H
Y OMNIMOHAIBHO pUTyKcHMaOl. [TalieHTsl U3 rpyIbl BEICOKOTO pHCKa MOCIIEe
KOHCOJHUIauuu [ MOTyT OBITh HAalpaBJIEHbI B TPAHCINIAHTALIMOHHBIN LEHTP MPU
HaJIUYUHA JOHOPOB JJISl PACCMOTPEHUSI BOZMOYXHOCTH MPOBEACHUS aJNIOT€HON
tpanctantauuu I'CK.

* Koncomunmammu I1-111, V-VI, VIII-1X, XI-XII noctpoeHsl no equHOMY IUIaHy U
BKJIFOYAIOT BBICOKHE JI03bI METOTPEKCATa U aclaparuHasy.

* Koncomumanus IV, X BKIHOYAIOT IPOMEXYTOUHBIE 0361 HuTapabuna (1 1/m?)
U 3aBUCAT OT uMMyHoJsiorndeckoro Bapuanta OJUIL Ilpu B-OJUJI BBOmAT
putykcumMab u uukinopochamun, npu T-OJIJI HenapaOuH wnM KiaJpuOUH
(BO3MOXHO Tak e BBEJICHUE IIPH OTCYTCTBUH KJIaprOnHa uryaapaduHa).

* Koncomupanust VII enuHCTBEHHBIH KypC PEUMHAYKIMHU, aHAIoru4yHa 1 Qasze
WHAYKIUU PEMHCCHM, HO C 3aMEHOM JeKcameTa3oHa Ha IPEAHU30JI0H U
CHIDKEHHUEM JI03bl JayHOPYOuIMHA (¢ KypcoBoii 10361 180 Mr/m2 10 60 Mr/m?).

Tloooeporcusarowas xumuomepanus

[Toxpnep:xkuBaroiias tepanusi ocyiecTsisierca amOymnaropHo ¢ 41 mo 130
Hezento Jieuenus. [loanep:xuBaromias Tepanusi IpOBOIUTHCS MPH:

« craryc 3a0oyieBaHus - pemuccus (10 MPOTOKOIY MPOBOAMUTHCSA Ha 179 neHb
MYHKIHS KOCTHOTO MO3TaHb);

¢ OTCYTCTBHE MH(PEKIIMOHHBIX OCIOXHEHUH;

o neitkoruThl 6omee 2,5x10%/m;

« Tpanynouuthl 6osee 0,75x10%;

« TpomOGoumTH 6osee 100x10%/m.

[TonnepxkuBaromias Tepamnusi He Ucnojb3yeTrca nocie amuiorenHo TI'CK.
BOJBIIMHCTBO CTaHAAPTHBIX MOAJIEPKUBAOIINX CXEM COCTOSAT U3 €XKEIHEBHOTO
npuemMa  6-MEepKanTOIlypHHA,  €KEHEIEIbHOr0  IpUeMa  METOTpeKcaTa
BHYTPHUBEHHO U €KEMECIYHBIX UMITYJIbCHBIX 103 BUHKPUCTHUHA U TIPEIHU30JI0HA
(Tabmuna 13).

3.6.2 IlpoduiiakTuka u JieueHue HeiipoJieiiko3a

Bcem mnamuentaMm npoBOauTCs JirOoMOanibHask MYHKIMS B TEPBBIM JCHb
npeadassl ¢ MHTpAaTeKaIbHBIM BBEJACHUEM TpPUIUIETa — METOoTpekcara 15 wr,
nutapabuna 40 Mr u 1ekcaMmeTa3zoHa 4 Mr. 3a nepuoi THAYKIIMUA U KOHCOJIU AN
npoBoasaTcs 10 modmanbHBIX TyHKIMN: B 10U 1, 6, 20, 34,75, 135, 156, 230, 252,
280. Ha srane noaxaep:xuBaroiieit tepanuu — 1 pa3 B 3 mecdna A0 4 MyHKIUH.
Ntoro 3a Bpems NpOBEACHUS MPOTOKOJA BBIMOJHAETCS 14 NUAarHOCTUYECKUX
MYKHIIUH C UHTPATEKAIbHBIM BBEICHUEM LIUTOCTATUKOB.

Kpurepusimu Heliposneiiko3a SBISETCS BBISBICHHE Oojiee 5 KIETOK C
Mopdororueit 6mactoB wim JuMmdoruToB B jukBope u UDT. [loBeimenue
KOJIMYECTBA JICHKOIIUTOB B CIIMHHOMO3TOBOM JKHAKOCTH Oojiee 5 KIETOK B MKII
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HeoOxomuMo auddepeHMpoBaTh ¢ MEHUHTUTOM. [Ipu Helpomneiiko3e 0OBIYHO
MEHUHT€aIbHBIA CUHJIPOM U JTUXOPaJKa OTCYTCTBYIOT.

BoabHBIM MPOBOAMTHECS KPaHMOCHHHAIBHOE 00JIydeHHe B A03e oT 18 1o
24'p npu HEBO3MOXHOCTHU BBITIOJIHUTh BECh PEXUM IPOrpaMMbl BBEICHHE
[UTOCTATUKOB TyTE€M JIOMOAIbHON IyHKIIMM BCJIEACTBHE OCJIOKHEHUWU WIIH
TEXHUYECKUX TPYAHOCTEH.

[Ipy HanM4uKM HEBPOJOTUYECKOW CHUMMTOMATUKH TPEOYeTCS BBIMOJIHUTH
clIelytoniee:

* KT w/unmu MPT romnosuoro mosra.

 JlromOanpHas MyHKIMS, BKIIOYAS TIOJICYET KIETOK, OMOXUMHUYECKUIN aHAIN3 U
IIUTOJIOTHIO JJIS TAIIUCHTOB C HEBPOJIOTHUYECKUMHU HAPYIICHUSIMU.

Kpumepuu omeema npu netiponetikoze:

» Pemmccus: nocTikeHNE OTCYTCTBUS 0J1aCTOB B CTUHHOMO3TOBOM KHUIKOCTH.

 Penumus IIHC: omnpenenenue neMKOUUTOB >5/MKI B CHUHHOMO3TOBOM
KUJKOCTH C HaJlMuyuMeM OJIacTOB WM KJIMHUKK B BUJIC Mapajuya JIMIIEBOTO
HEpBa, MOpakeHue Mo3ra 0e3 APyrux NpUUUH.

3.6.3 Jleuenne Ph no3utuBHOro ocrporo aumd¢o06,1acTHOIO JeiKko3a

Ecnu y manuenra oOHapyxkuBaerca mytanusa t (9; 22) /BCR-ABL k
nporpammuoit  [IXT nobGasmsitorcs uHruOoutopel TtHpo3uHkuHazbl (MTK)
[6,37,38,39,42]. Wcnonb3yercst mpotokoi jedeHuss Ph mosutuBHOro OJIJI y
B3pocibiX B Bo3pacte 18-65 net Ph+All-2022 Kz (Hoelzer et al.) (Tabnuna 14).

Tabmuna 14. porokoa Ph+ALL — 2022 KZ (Hoelzer et al.) [6]

nutapabun 40

JeKcaMeTa3oH 4 mr

mr

IIpenapar \ Hosza \ Bpems \ JAnu
IIpeogpaza (1-6 onu) 1 neoens
JexcameTra3oH 10 mr/m? B/B. 1-6 gun
uknodochammn 200 mr/m? B/B (1 u) 3 — 6 qHH
*Putykcumad 375 mr/m? B/B 6 neHp
HUnoyrkyus | (7-27 onu) 2-3 neoensn
JlexcameTa3oH 6 Mr/m? B/B UJIU BHYTPb 7 —28 nHu
Hmatunu6 400-600mr/cyT BHYTPb 7—36 nHu
NJIN [1azatunu6 140 mr BHYTPb 7-36 nHU
JlromOanpHbIE MyHKIIMU | MeToTpekcar 15 wr | MaTparekanbHO 1,7,14,21,28,35

ITyHKIIMSI KOCTHOTO MO3ra 36 neHp
Hnoyxyus |1 (28-49 onu) 4-7neoensn

*Putrykcumab 375 mr/m? B/B 37 neHn
Hmatunu6 400-600mr/cyT BHYTPb 37-70 nuu

NJIN [1azaTunu6 140 mr BHYTPb 37-70 nan
L-acmaparunasa 5000 En/m? B/B 37,44, 51, 58, 65

TTHH
ITynxkius koctHoro mosra (+MPB) 70 neHn

Konconuoayus | (71 — 105 onu)

MetoTpekcar \

500 mMr/m?

| B/B -B Teuenne 2 u | 77, 91 neusb
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IIpenapar \ Ho3a \ Bpems JHu
Kanpuus vim HaTpust Havanbhast 103a 50 Mr/m?
¢donuHaT 1o cxeme [Tpu xoHUEeHTpanuu: 3 — 2 MKMOJIB/T - 45
Mr/m2, 2— 1 MEMOJIB/TT — 30MI/M?,
1—0,25 mxmouns/n- 15 mr\m?, mike 0,25

OTMEHa
HNmatunun6 600 mr BHYTPb 71-105 nau
WNJIN Jlazatnau® 140mr BHYTDb 71-105 nam
MepkanTonypuH 25 mr/m2 BHYTPb 71-105 nau
Acrnaparunasa 10000E /M2 B/B 78, 92 naun
ITyHKIIMSI KOCTHOTO MO3ra 75 ne”p

JInst mosydeHHss MaKCHMMAJIbHOTO OTBETa PEKOMEHIyeTcs OnumHarymymad. Eciu oH He
JOCTYIIEH, U MHAYKIHS ObLIa ¢ KMATHHUOOM,TO IEPEBOJI HA Ja3aTUHKO WM HUJIOTUHHO.
Konconuoayus 11 (106 — 133 onu)

Hmaruauod 600 mr BHYTPb 106-133 nuu
WNJIN [1azatunu6 140 mr BHYTPb 106-133 nau
JlexcameTa3oH 6 mMr/m? B/B 106-120 gam
WnapyOunun 6 mMr/m? B/B 106, 120 nuu
Bunkpucrun 2 Mr B/B 106, 120 nuu
Konconuoayus 111 (133-161 onu)

Wmaruauod 600 mr BHYTPb 133-161 nun
NJIN [1azatunu6 140 mr BuyTpb 133-161 nuau
MepkanTonypus 25 mr/m? BHYTPb 133-161 nuau
[utapabun 50 mr/m? B/B 135-138 guu

149-152 qun
AcraparnHasa 10 000 EJI/m? B/B 141, 155 nun

[Tynkuus koctHoro mo3ra +MOB 161 nens

Jns  nanmentoB ¢ Ph+OJIJI  pexomenayercs amnoreHHas TI'CK
(poncTBeHHAsi, HEPOJICTBEHHAs, QJUIOTCHHAs, TAIUIOWICHTUYHAs), a He
ayronorudeckas TT'CK u xumuoreparnusi.

[MognepxuBatomas tepanus aias Ph+ OJIJI oTHOcutcs k myuMTensHOMY
neuennio UTK ¢ HM3kOMHTEHCHBHON XUMHOTepanuei win 6e3 Hee. Haznagaercs
toT ke UTK. [lognepkuBaroniyro Tepanuio ClieayeT HaUuHaTh Cpasy XKe I0cie
KOHCOJIMIUPYIOUIEH Tepanuu (WK MOociae UHAYKIUA PEMUCCHU JIJIsl TAlIUEHTOB,
KOTOPBIM KOHCOJUAAIIMS HE IPOBOAMIACS). J{s manmenToB, nepenecmnx TI'CK,
UTK cnegyer BO300OHOBUTH KaK MOXHO CKOpEe TMOCJI€ BOCCTAHOBJICHUS
nokasaresned KpoBH. IIpomOmKUTENBPHOCTE TEpalMM 3aBUCUT OT CHUTYalHH H
ryounsl otrBeta. [lpu> MR4 (1. e. BCR-ABL1 wmenbme 10-4) neyenue
IIPOBOAUTHCS HE MEHEE JABYX JIET.

Jlns mauuenTtoB ¢ ooHapyxuBaeMoit MObD (t.e. 10 -4,5) pekomenyeTcs ass
YIIyYIIEHHUS] MOJIEKYJIIPHOTO OTBeTa OnrHaTrymomal, 3amena U TK win Beicokue
no3bl MeToTpekcara. [Ipu neompenensemoit MOb 1. e. >MR4,5; BCR/ABLI
<10-4,5 moxHO cpa3y nepexoauTs k a0 TT'CK. ¥V nanunueHToB, He SIBIASIOMINXCS
kanauaatamu Ha auio TT'CK noaxon, 3aBucut ot ypoBust MOB. [l nanineHToB
¢ BesiBisieMoit MOB (1. e. 10-4,5) pexoMeHayeTcs jieueHue OIMHATYMYMaOOM.
Nmn xe WTK wu xomOunupoBanHas xumuorepanusi. AyroTI'CK e
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pEKOMEHAYeTCsl T.K. €€ TOKCHMYHOCTh MPEBOCXOJUT B JAHHOW CUTyallUH
addextrBHOCTh. Jla mammeHToB ¢ Heompeaensemodn MOBb (>MR4,5;
BCR/ABLI1 <10 -4,5), koTOpbIe HE ABIAIOTCS KaH/IUIaTaMH1 Ha TPaHCIUIAaHTAIIUIO,
PEKOMEHyeTCs TPOBEICHUE MO ACPKUBAIOIICH Teparuu 10 PEl/IUBa.

3.6.4 Jleuenne penmauBupytoniero uin pedppaxrepuoro OJLJI

[Maiuentam ¢ peuuauBupyromuM uiau pedpaxrepasiM OJIJI nmokaszana
tpancmnanTauus ['CK mpu yclnoBUM [NOCTHXKEHHUSI PEMHUCCHH 3a00JIEBaHUS.
[ToaToMy, Bcem manueHTaM M ux cubcam npoBoautcss HLA-tunupoBanue s
onpenenenus: copmectumoctu no redHoruny. TI'CK paccmarpuBaercs mocie
NEPBOr0 Kypca KOHCOJUIALMHU MPU HATUYUU COBMECTUMOrO POJCTBEHHOTO WJIU
HEPOACTBEHHOTO J0oHOopa [37,52,65].

[Ipr OTCyTCTBMM IIOJMHOW PEMHUCCHUM TIOCJIE HWHIYKIIMOHHOTO Kypca,
IPOBOJAAT JeueHue mo mnporpammam st pesucteHTHbIX (opm (FLAGHIda,
HyperCVAD, ALL-Rez BFM 2002 - rtabmuua 15) W HMMyHOTEpamuio
(Hanpumep, 6n1MHAaTyMOMal, HHOTY3ymMald O30raMHIMH, Tepanus T-KieTkamu
XMMEpPHBIMU aHTUT€HHBIMU perentopamu). [lpu nocTikeHnn pemuccuu Ha (poHe
JaHHBIX KYpPCOB M HAJIWYMHM coBMecTuMoro noHopa nmo HLA mpoBoautbes
amorennas TI'CK [46,50].

Ta6numna 15. Iporokoa HyperCVAD/HD-Mtx-Ara-C[6]

Kypc/Ilpenapar Ho3a JHun
HyperCVAD Kypeb1 1,3,5u7
[Muknodochan 2 x 300 mr/m? B/B (3 4) 1-3
Bunkpuctun 2 MT B/B 4,11
Jlokcopy6unus 50 mr/M? (2 1 i 24 1) 4
JexcameTra3oH 40 Mr 1-4,11-14
HD-Mtx-Ara-C (Kypcent 2,4, 6 u 8)
MeroTpekcar 1 r/m? B/B (24 u) 1
Iutozap >60 et 2 x 31/M*B/B (2 4) 1 r/M? 2,3
MeTtunnpe1Hu30J10H 2x 50 mMr 1-3
[Ipodunaktrka Helpomeiko3a Kaxnprit kype 10 16, 4 unu 8 nyHKIMM B 3aBUCUMOCTH
OT I'PyNIbl pUCKa
MeroTpekcar 12 Mr MHTpaTEKAIBHO 2
[{urozap 100 Mr MHTpaTEKAIBHO 8
POMP (nonnepxusaromas ITpoBoauTcs B TedeHHE 2-X JIET
Tepanusi)
6-MepkanTonypHuH 3 x 50 mMr BHYTpB ExenneBHo
MeroTpekcar 20 Mr/M? BHYTpS ExxeHenesnpHO
Bunkpuctun 2 mr/m? B/B ExxemecssyHO
[Ipeanun3omnox 5 x 200 Mr/cyT BHYTpb ExemecsauHo

JI71st poI0IKEHUE CIeNYIONEro Kypca He0OX0AMMBIE YCIOBHS: KOTUYECTBO

JIEUKOIIUTOB  BBIIIE

1*¥10%n1 wu TpomOomuroB Beime 50*10%m1.

MOBTOPSIOTCS Kax/ible 21 TeHb OT Havajaa mpeablIyiero.
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3.7 MuHuMaJibHasi octaTouHas (pesuayajbHas) 6o1e3ab (MOB/MPB)

Hecmotps Ha ycniexu COBpeMEHHBIX TeXHOJoTuil Tepanuu OJI, ux penuaus
BO3HMKaeT npumepHo y 20% nereit u 6osee yeM y 50% B3pocnbix. [loaromy
YpE3BbIYAHO BAXXHO CBOEBPEMEHHO OLIEHUTh HPOTHOCTUYECKHE KPUTEPUH
KJaccu(UKalMM pUCKa U OCYIIECTBIATH BO BpEMsl JICYCHHUS MOHUTOPUHT
0CTaTOYHOM (pe3uayanbHoii) 6onesuu [47].

MuHMMaIbHON OCTATOYHOM OOJIE3HBIO, WM MUHMMAIbHON pe3uayaabHON
OOJIE3HBIO HA3BIBAIOT MPUCYTCTBUE B KOCTHOM MO3T€ HEOOJBIIOrO KOJIUYECTBA
JEMKO3HBIX KJIETOK, KOTOpPhIE HE MOTYT OBITh OOHApYy>KEHBI IMPH CBETOBOM
MUKpPOCKOIIMM, HO OIpEAENSItoTC 0o0Jieeé YyBCTBUTEIBHBIMU  METOJAMHU
uccienoBanus. OcHOBHble MeTONbl BbiABICHHS MPB — 310 mnporouHas
nuroMerpus U [1LP. HyBCTBUTENBHOCTD TaHHBIX METOJOB COCTABIIIET HE MEHEE
10-4 creneHun, KOTOPOE O3HAYAET BO3MOXKHOCTH OMPEICIHUTh OJHY JIEUKO3HYIO
kietky cpeau 10000 HOpmanbHBIX KIETOK KpoBH. [ns ouenku MODB He
UCIIOJIB3YIOTCSl CTaHAapTHoe nuroreHetndeckoe n FISH wuccienoBanus uz-3a
HU3KOW YyBCTBUTEIBHOCTH.

[Tocne 3aBepmienns XT B onpeneneHHbIe JHU POBOJUTHCS UCCIEA0BAHUE
Ha ONpEJeNIeHNe HaJuuue MUHHUMaJbHOW ocTaToyHOW Oose3Hu. OOHapykeHue
MOBb  roBopur o  HegocTtaTOyHO 3P EKTHUBHOCTH  MPOBOJUMOTO
UTOCTaTUYECKOI'O  JIEYEHHUS, B BHJAY Ye€ro, HEOOXOAMMO HU3MEHUTh
TEpaneBTUYECKYI0 TaKTUKy. Tak »xe, NpUMEHSIETCS B NporpamMme JICYEHHs
Tpancriantanusa KM.

Memoowl oyenxu MPH

Hanbonee wacto ucnomsiyemble MeTonabl oineHku MODB BritouaroT 8-
IBETHYI0O NPOTOYHYIO LUTOMETPHUIO, CHEHHATBHO pa3padOTaHHYI IS
BBISIBJICHUS ~ QHOMAIbHBIX ~HMMMYHO(peHoTunoB MOb, KOJIMYECTBEHHYIO
noyimMepasuyto nennyto peakiuio (RQ-PCR) B pexxume peaabHOTro BpeMeHH ISt
oOHapy>keHust cUThIX TeHoB (Hanpumep, BCR-ABL1) u/unu ananussl Ha OCHOBE
CEeKBEHUpOBaHuUs caeaytouiero nokojaeHuss NGS as oOHapyKeHHUs! KJIOHATbHBIX
peapaH KUPOBOK B I'€HAX.

* Onenka MObB ocymiecTBasieTcss TOJIbKO y OOJIBHBIX C TMOJMHOW KIMHUKO-
reMaToJIOTUYECKOM PEMUCCUEM.
* Monutopunr MOB no3BossitoT orieHuBaTh 3PPEKTUBHOCTh MPOBOIUMOTO

JIEYEHUS Ha MOJIEKYJIIPHOM YPOBHE.

* O6napyxenue MObB 1no3BoJII€T NPOrHO3UPOBATH BEKMBAEMOCTbD, OLIEHUTh

s dext ot XT.

* KonuuectBennass onenka MODB sBnsiercs OCHOBHBIM (haKTOPOM  JIJIst
onpeaeeHus TPYNIbl pUCKa 3a00JIeBaHu.
* Ha nportounoit uuromerpuu, eciim MObB coctaBun menee 10—3 cuuraercs

XOpOILHM OTBETOM.

» Jlig anamuza MODB ucnosib3yercst KOCTHBINA MO3T.
Touku onenku MOB:
* B KOHIIE NIEPBOr0 MHIYKLIMOHHOTO Kypca - 6 HeJleJb OT Havyaja Tepalluu;
+ KOHCOJHJAIIMOHHOM Kypce - 12-16 Henens OT Havyaia Tepanuu.
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Hamnmume MPDB  mocme  murTocTaTMyeckoro  BO3AEHCTBHS — BCEraa
acCcoUuUpyeTcssi ¢ HEeOJarompuUATHBIM IPOTHO30M M BBICOKOM YacTOTOM
pELUINMBOB, HECMOTPS Ha MPOJOJDKEHHE XUMHOTEPAUH, JaXe BBICOKOJO03HOM.

Crnenytoniee NOHIATHE YCIOXKHSIOLIEE TEUEHHE 3a00JIEBAHUU 3TO MOTEPs
OTBETA OT NPEABIIYIIUX JEUECOHBIX MEPOIIPUATHI U HA3BIBAETCS «MONEKVAAPHLIM
peyuousom». C MmoMeHTa 0OHapyxeHus MPDB 10 pa3BuTHs remMaToa0ru4eckoro
penyaMBa ¢ yBeIMUYEHUEM OJacTOB BhIIE 5% B MHeEIOrpaMMe M aKTUBHBIMU
KJIIMHAYECKUMH MPOSIBICHUSMHU MPOXOAUT OKOJIO 2-4 MECSIIEB.

Oo6napyxenue MOB nocie TKM noka3zpiBaeT HEOIArOMPHUATHBIN TPOTHO3.
[Tpu HECOOMIOAEHUHU MTPOTOKOJIOB XUMUOTEPAIIUN HE PEKOMEHAYETCS BBIITOIHSITh
MOHUTOPUHT MPD.

I'TABA 111. TPAHCIIVIAHTALIUA T'EMOITIOTUYECKHUX
CTBOJIOBBIX KJIETOK

1. TpaHcmuIaHTAIHS TeMONO3THYECKUX cTBOJIOBBIX KiIeTOK (TI'CK)
1.1 Ilonsitue 0o TI'CK

TI'CK — »3T0 BBEIEHHE TIE€MOIIOATUYECKHX CTBOJOBBIX KIIETOK JOHOpA
PELUIHUEHTY C LEJIbI0 YaCTUYHOIO WM IOJHOTO 3aMEIICHUSI KPOBETBOPEHHS
MOCJIE Ha3HAYEHUS MPEABAPUTEIBbHON MOATOTOBKH MAMEHTA C UCTI0JIb30BAHUEM
XUMHUOIPENapaToB W JTy4eBOM Teparuu o0ecreunBaromX
MMMYHOJIOTHYECKYIO TOJEPAHTHOCTh U NpuxKuBJIeHUE. C MOMONIIBIO MEPECATKU
oOecrieynBaeTcs BOCCTAHOBJIEHUE KPOBETBOpeHMs 3a cueT 3aopoBoro I'CK or
noHopa B opranm3m manuenta [28]. I'CK HaxoauTcs y yeiioBeka B KOCTHOM
MO3T€.

C momenra BbinonHeHus B 1968 r. B CIHIA rpynnoit R. Good mepBoit
ycnemHon amioreHHot TI'CK pebenky ¢ Tsxenoi (opmoil BpOKIEHHOTO
UMMYHOI€(PHUITITHOTO COCTOSIHUS, OHA CTajla MPUMEHSTHCA B MPAKTUKE BCE IIHPE.
[To manubiM EBpomelickoro cooOiecTBa Mo TpaHCIUTAHTAIIMM KOCTHOTO MO3ra
(EBMT) k 2012 romay B mupe mipoBeaeno oounbiie 1 mumummona TT'CK u exerogHo
pacTeT KOJHUYECTBO BBINMOJHEHHBIX TpaHciuiaHTanui. AsorenHsie TI'CK B
OCHOBHOM PAcCTET 3a CUET HEPOACTBEHHBIX TpaHcIanTauui npu OMJIL.

B Pecnybauxe Kazaxcman 29.12.20102 e6nepsvie nposedena TICK
nayueHmke ¢ MHOdMcecmeeHHoUu muenomou. Ilpoyedypa ocywecmeninace 8
omoenenuu onxocemamonocuu u TKM Pecnybiuxanckoeo HayyHoeo yeHmpa
HeomoAHCHOU Meduyurckou nomowu 2.Acmana. C smoco nepuooa 6 omoejeHuu
nposooamcs 6ce 6uodvl mpancnianmayuu ['CK y onkocemamonocuueckux
bonvruix u ¢ 2010 200a no 2023 200 peanuzosano 610 mpancnaanmayuu

kocmHuoz2o moszea. M3 nux annocennas TI'CK — 168, cannouoenmuunas TI'CK —
166, aymonoeuunas TI'CK — 276.

1.2 Peructpsl
Peructp — 9T0 opranmu3zaiys, KOTOpas OCYIIECTBISET MOUCK CTBOJIOBBIX
KJIETOK OT HEPOJICTBEHHBIX JIOHOPOB M KOOPAMHHUPYET CBSI3h MEIUIIMHCKUX
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YUPEXIEHUN C TOHOPOM W peuunueHToM. Kakaplii roa mpou3BOAUTHCS cOOp
['CK ot 60mnee 20 ThICSIY TOHOPOB U JOCTABIIAIOTCS MAlIMEHTaM, HY>KJAIOIIUMCS
B TI'CK (MextyHapoHbie CTaHJapThI WMDA, 2023
(https://www.giftoflife.org/posts/post/world-marrow-donor-day-2023-celebrates
-41-million-donors-worldwide). B 2023 r. B rmo0ampHoit Ciayx0e moucka
WMDA ugucnaunuce 6osee 41 miu notennuanbabix JoHopoB ['CK. KonruecTBo
JIOHOPOB KOCTHOTO MO3ra € KaXXIbIM T'OJ0OM pacTeT.

BepositHOCTB HaiiTh coBMecTuMoro o HLA noHopa BO MHOIOM 3aBUCHUT OT
THUYECKON MPUHAMIEKHOCTH perunueHTta. W3-3a BBICOKOTO T'€HETHYECKOTrO
pazHooOpaszust ramnotunnoB HLA HaiiTh goHOpoB 1isi appUKAaHCKOTO U
a3MaTCKOr0 HACEJICHHWE CJIOKHEE II0 CPAaBHEHUIO C €BpPONEHMIIAMM, TaK Kak
KOJIMYECTBA JIOHOPOB — TOOPOBOJIBIIEB U3 3TUX CTPAH COBCEM Majlo B BCEMUPHOM
peructpe [4].

Ota npobiema KacaeTcsl U Hally CTpaHy U B OCHOBHOM JIOHOpaMH JIsl
NALMEHTOB oTaeseHnn oHkoremartosornu U TKM HaumonansHoro Haydnoro
OHKOJIOTHYECKOr0 IIeHTpa T.AcTaHa SBJSIOTCS POJACTBEHHUKH (CHOCHI,
ponutenu). 3a Oosee 10 neTHeW mNpakTUKE TpaHCIUIAHTAlMM B IEHTpE
HEPOJCTBEHHBIMU JOHOpPaMHM CTAJIM TOJIBKO 2 4enoBeka. B Hameil crtpaHe B
HanmoHnanbHOM peructpe JOHOPOB KOCTHOTO Mo3ra Ha 0a3e PecnyOnukaHCKOro
HayuHno-npousBojcTBeHHOro  1eHtpa TpaHcgysuosorun PK  r.Acrana
konmmyecTtBOo noHOpoB KM cocraBmser okomo 11000 wenosek. IIpum Takom
KOJIMYECTBE JTOHOPOB IIaHCA HANTH COBMECTHMOIO JIOHOPA Ka3axa OYeHb Mallo.
Pabota Haa yBennueHneM KoyMmyecTBa noTeHuuanbHbiX 10HOpoB ['CK sBisgercs
nepBocTeneHHbIM. Crenyromas 0asa, rje NpoBOJUTHCI MOUCK JOHOPa KOCTHOTO
Mo3ra — 9T0 eauHas wuHpopmanmonHas targopma Poccus-Kazaxcran-
benopyce, nanee mouck HAET MO MEXIyHapoAHbIM peructpam (EBpomnelickue,
AMepUKaHCKas U T.11.).

CwmeptHOCTB, cBsizanHas ¢ TI'CK, B cpeanem Boicoka (mpumepHo 20%), HO
BapbUpPyeT y OTHAEIbHBIX JIMI B 3aBUCUMOCTH OT (DakTOpoB pHcKa
TPaHCIUIAHTALIMM,  CBSA3aHHBIX C  MallMEHTOM  (HampuUMep,  BO3pacTa,
COITYTCTBYIOLIUX 3a0osieBaHuil u T.1.). Kpome Toro, annorennas TI'CK moxer
IPUBECTU XPOHUYECKUM ITaTOJOTHYECKUM COCTOSHUSIM — XpoHuueckass PTIIX,
XpOHHUYECKasi HIUTOMEHMSI, BTOPUYHBIN 37I0KaU€CTBEHHBIN OMyX0Jib, OecIIoIue.

J{ns MOJIOABIX MalMEHTOB M3 TPYIIIBI BBICOKOTO PHUCKA B IEPBOM ITOJHOM
pemuccun pekomenayercs amnoTI'CK, u BMmecte ¢ muenoabnmatuBHoit XT
MIPUBOJUT K 00Jiee BEICOKOM BBDKMBAEMOCTHU, MpuMepHo 45% uvepe3 10 net. s
NalMEeHTOB cTapime 45 JieT, MOXXHO HCIOJb30BaTh KOHJIULMOHUPOBAHUE
MOHM>KEHHOW WHTEHCHUBHOCTH.

1.3 Buabl TpaHcnJIaHTALM M
Hensarcs o ucrounnkam I'CK:

o Aymonocuunas TI'CK (ayto-TI'CK) — cTBONOBBIE KJIETKH 3a0UpPAIOTCS OT
camMoro G0JILHOTO MPU PEMUCCUU 3a00JIEBaHUS B MEXKKYypcoBoM repuoje. [locie
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BBICOKOJIO3HOTO Kypca XT Ha3HawaeTcsi Jyisi BOCCTAHOBIICHHMS TeMOIO033a Yy
OOJBLHBIX C MHOXKECTBEHHOU MHEIIOMOM, TuM(OMaMHu U T.J.

o Annocennas TI'CK — uCTOUHUKAMU CTBOJIOBBIX KJIETOK CTAHOBSITCS JIOHOPBI,
100% coBmectumsbie o HLA cucreme, 3atem I'CK nepennBaroTcsi peLUNUEHTY.
JIOHOpBI AenaTcsl Ha pOACTBEHHBIN (CUOJIMHT) UM HE pOACTBEHHBIN. CUOIUHTHU
— 3TO POJHBIE OpaThsi U CECTPHI OT OJHOTO OTIIA U OJTHOM MaTepH.

o [annoudenmuunas TI'CK — tpancmiantauus I'CK npoBoAUTCS OT 4aCTHYHO
coBmectumoro aoHopa no HLA cucreme, kotopslii coctaisier ot 50 1o 99%.
Yarme 9acTHYHO COBMECTHMBIMH JJOHOPAMU CTAHOBSITCS POTHBIC OpaThs, CECTPHI,
poauTeny.

o Cuneennas TI'CK — poHopom remonostuueckux CK cTaHOBUTCS
OJTHOSTMITOBBIN (MOHO3UTOTHBIN) OJIU3HEIL.

1.4 Tloka3zanust u nporuBonokaszanus k TI'CK
[Tokazanus k TT'CK:
e OcTpble JEMKO3bI C TPYIIIBI BBICOKOTO PUCKA.
[TIpotuBonokazanus k TT'CK:
1. Tsoxenoe HapytieHue GyHKIUA BHYTPEHHUX OPTaHOB!
* TOYeYHas HEJOCTATOYHOCTh (YpOBEHb KpeaTuHuWHa KpoBu Oomee 0,25
MMOJIB/);
* TEYEHOYHAas HEJAOCTATOYHOCTH (YpOBEHBb 00Iiero Omnmmupyouna OGomnee 40
MKMOJIB/T);
 JbIXaTenbHast HegocTaTodHOCTh (PaO2 menee 70 Mm pT. CT.);
* CepaeYHas HeIOCTAaTOYHOCTH ((hpaKiust M3THAHUS JIEBOTO KEITyA0UKa MEHEE
40-45%).
2. HexonTponupyemble OakTepuanbHbIE, BUPYCHbIC, TPUOKOBBIE MH(MEKIINH Ha
dhoHe UX aJeKBaTHON TEpamnuu.
3. HexoropeiMm marmentam ¢ rematutaMu B um C mociie mMpOTHBOBUPYCHOM
TE€paluu €CTh BO3MOXKHOCTh npoBeaeHus TKM.
4. Tak e ManUeHThl ¢ Xopouio KoHTpoiaupyemor BUY - unbexueir Moryt
MOJIy4aTh IaHHBIN BUJI JICUCHUS.
. Komopbuanoe cocrosiaue narpienta (nuaeke Kapaosckoro meree 70%).
. Peuuus octporo Jerikosa.
. PeppakTepHocTs k TpaHcy3usim TpPOMOOIIUTOB.
. OTcyTcTBHE TIOIMTUCAHHOTO MaIueHTOM U POJICTBCHHUKAMH
MH(OPMUPOBAHHOTO coryiacus Ha nposeaenre TKM;
9. OTcyTCcTBHE MOANMCAHHOTO JOHOPOM MH(DOPMUPOBAHHOTO COTJIACHs Ha 3a00p
I'CK.

0o N o O

1.5 Bbi0op 10HOpa

1. Jlo Hayana mnepBOrO HWHAYKIMOHHOTO Kypca HAYMHAETCS TOUCK
MOTEHIUAJIBHBIX JOHOPOB. B mepByto ouepeny npooautcss HLA-TunupoBanue
ponHbIX OpaTheB u cecTep (CHONMMHTOB) JUIsi BBISBICHUSA aJIJIOTEHHOTO
POICTBEHHOI'O IOHODA.
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2. llpm oOTCyTCTBMM POJCTBEHHOTO QJJIOJIOHOPA TIPOBOJUTCS TOUCK
aJIJIOTEHHOTO HEPOJICTBEHHOTO JOHOpa B HammoHamhbHOM perucrpe JTOHOPOB
KOCTHOTO Mo3ra Ha 0a3e PecmyOmmkanckoro HaydHO-pOW3BOICTBEHHOTO
neHTpa Tpancdysuonorun PK r.Acrana. [Ipu oTpumiarebHOM pe3yabTaTe MOUCK
npogopkaercs Ha tuiargopme Poccus-Kazaxcran-benopych u 1o MUPOBBIM
MEXKTYHAPOHBIM PErHCTpaM.

3. 3areM, Tpu OTCYTCTBHHU AJUIOTEHHOTO HEPOJICTBEHHOTO TOHOpPA MOTYT
ucmnosb3oBaTh ['CK poaCcTBEHHOTO TrarioneHTUIHOTO JTOHOPa (OpaThsi, CECTPHI,
POIIUTENN), TIE COBMECTHMOCTH cocTaBisieT 50-99%.

JloHOpaMu MOTYT CTaTh J€ECIIOCOOHBIN YeIOBEK B Bo3pacTe oT 18 1o 55 ner,
0e3 cepbe3HOT0 3a00JIeBaHUS BHYTPEHHUX OPTaHOB.

2. 'emono3dTHYeCKHE CTBOJIOBBIE KJIETKH (TPAHCILIAHTAT)
HcTouyHMKaMU CTBOJIOBBIX T'€MOIOATUYECKUX KIIETOK SBJISFOTCS:
* CTBOJOBBIE KJIETKH KOCTHOrO Mo3ra. [loslydeHue KIETOK U3 KOCTHOTrO MO3ra
HA3bIBACTCS MUEIIOIKCDY3HUSL.
 Ilepudepudeckue remonostnueckue crBojoBbie kietku (I1I'CK).
* I'CK u3 nynoBUHHOM KPOBH.
Muenoskcghysus
CTBOJIOBBIE KJIETKH KOCTHOTO MO3Ta MOJIY4arOT U3 33 IHUX BEPXHUX IPeOHEM
MOAB3JOIIHON KOCTH. OJKC(y3us MPOU3BOJIUTCS IMOJ OOIIMM HApKO30M B
OTIePAIIMOHHOM OJI0Ke (PUCYHOK 8).

Pucynok 8. 3aroroBka I'CK kocTHOro mosra*

KocTHblif MO3r acnupupyeTcsi CHelualbHbIMH HUIJaMHd U COOUpaeTcs B
FEMUKOHOBBIE MEIIKM. B MeIKax COIEpkKUTCA PacTBOpP AHTUKOAryJIsIHTa, a
mmpuiibl npomeiBatotest renapuHom 5000 Ex/mi. YV nonopa Ha MecTe nosty4eHue
['CK wmoryr coxpaHsiTbcs OoOJeBble OIIYIIEHUS B Te4eHUH 4-5 gHel.
KpoBeTBOpEeHNE JOHOPA MTOJTHOCTHIO BOCCTAHOBUTHCS B PAOHE 2X HEIETIb.

*Pucynok B3sT u3 https://ppt-online.org/517086
69



3azomoska I1I'CK.

Hcnons3yroTesi mpenaparthbl, CTUMYIHPYIOIINE BBIXOJI CTBOJOBBIX KJIETOK
KOCTHOT'O MO3Ta B MepuQepHIecKyro KpoBb, 3aTeM BbiTionHseTcs 3a0op ['CK u3
nepudepudeckoid kpou. s monopa mponenypa usbsatas ['CK mpoxomut
cTaHmapTHO. Yepe3 cocyabl 3a0upaeTcs KpoBb, 3aT€M W3 KPOBH BBIICIISIOTCS
ctBoJioBbIe KIeTKH. 3aTeM ['CK ounmarorcs 1 o0pabaThIBarOTCS B CIICIIMATBLHBIX
ammapatax, Ha KJICTKM HAHOCATCS MAarHWTHBIE METKH. B mociemyromiem
MOMEIIAIOT B arperar, Te P MOMOIIY MarHUTHOTO (PHIIbTPa HEHYKHBIE KJICTKH
YIAJISAIOT, a TOJIE3HbIC COOMPAIOT B CIICIUANBHBIN MakeT (pucyHOK 9). A, KpoBb
JIOHOPA TIEPETUBACTCS EMY KeE.

Ilynosunnas cmeonosas kiemka

bepeMeHHBIM KEHITMHAM Bpad MPEIO0CTaBIsACT HHMOPMAITHIO TTPO 3a00p
I'CK wn3 nmynoBuHBI cpa3y HOCiE POXOB. TOIBKO MOCHE IOIYYEHHUs COTJIACHS
KEHILIMHBI OIPEEISIIOTCS adbHENIIne MEpONpUsiTUs: 3a00p KIETOK, 00paboTKa
u noacuer. Heob6xoauMo MOMy4YUTh JOCTATOYHOE KOJIMYECTBO YHUCTBIX
SAPOCOIEPKALUX KIETOK U TOTOBUTh COOTBETCTBYIOIIYIO JJOKyMeHTauio. B PK
IYTOBHUHHAs KpoBb B kauecTBe nctounuka ['CK He ucnomnb3yercs.

Pucynok 9. 'CK B reMMKOHOBBIX MeIIKAX™

Oyenxa I'CK

Jns momydenuss mnonoxutenbHOro pesyinsrata oT TI'CK kommnuectBo
npucytctByomux CD34+ kierok urpaet ocHOBHYIO poiib [1,4]. U3mepenue
CD34+xneTku mpoBOAUTHCS ¢ TOMOIIBIO TPOTOYHOM IuTOMETpUU. 110 TaHHBIM
pPa3MTUYHBIX HWCCIACAOBAHUM CYHTAETCs, 4TO dS(QPeKkTuBHAs KIETOYHAS 032
cocrapnsger 2.5-6 x 10° CD34+ xmerkm/kr maccel Tema. s amno-TI'CK
KJIETOYHAs J103a cocTaBiigeT >4,0 X 106 CD34+ kieTKu/Kr Macchl Teja.

3. MaHunyJIIUMH reMOno3THYEeCKUMHU CTBOJIOBBIMHU KJIeTKAMM
C nenbto ynaneHus: 3puTpoLUTOB U yMeHbleHusa o0beMa I'CK kpyTsaT B

HeHTpUdyre.

*Pucynok B3sT u3: https://ppt-online.org/394508
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[Ipu  nHeobxomumoctn  kpuokoHcepBauun  ['CK  nmobasnsrorcs
KPUOIIPOTEKTOPHI (AuMeTUIICYIb(GOKCHA). T-KIETOK MpHU HEOOXOIUMOCTH IIO
nokaszanusaMm Ao06aBiassroTr kK ['CK wnm BBomsaT mociae TKM. Ilenp manHO#
MEpONPUATAU OOecreuuTh T-KJIeTouyHOro uMMyHHTeTa. CrenuanicTamu
PEKOMEHYeTCsl KpHOKOHCEPBUPOBATh HECKOJIBKO MEIIKOB ¢ T-kieTkamu (CD3)
JUISL IeYeHUsT TUC)YHKIIUYA WM OTTOP>KCHHUH TpaHCIJIaHTaTa.

4. KonguunoHupoBaHMe

KonmnmmonupoBanue — 310 BbICOKONO03HAsA XT, EIbI0 KOTOPOU SIBISAETCA
CO311aTh KOHIMIIUH, T.€. YCIOBUN, K BBEICHUIO TPAHCIUIAHTATA PELUNUEHTY. [
HEKOTOPBIX MAI[MEHTOB MOKET CTaTh NPUYMHON paHHEH CMEpPTHOCTH H3-3a
TOKCUYHOCTH BBICOKHUX J03 IIUTOCTATUKOB HA BHYTPEHHUE OPTaHbl.
Ho, Omaromapsi KOHAUIMOHUPOBAHUIO €CTh BO3MOXXHOCTh KOHTPOJIUPOBATH U
UCLIEIATH OT OCTPBIX JIEHKO30B.

B KOHAMIIMOHUPOBAHUH €CTh TPH OCHOBHBIX MOMEHTA:

1. «IlogroroBka mpoctpancTBay - cobcrBeHHbie ['CK manuenta
YHUYTOXAIOTCS, YTOOBI CTBOJIOBBIE KIJIETKH JOHOpa MPWXHWINCH B
KOCTHOM MO3T€.

2. UmmyHocynpeccust. OnHa  OpoBOAUTCS sl MPEAYNPEKICHUS
OTTOP>KEHUSI TPAHCIJIaHTaTa JIUMQOIIMTAMH PEIUIIUCHTA.

3. Dpanukarust  Oone3Hn. (OCHOBHOW IENbI0  KOHIUITMOHUPOBAHMSI
SBJISIETCSA YCTAHOBUTH JUIUTEIIbHBIM KOHTPOJb OCTPOTO JICHKO3a.

JIns KOHAMIIMOHMPOBAHUE MCHOJB3YIOTCS TOTaJbHOE OOJydYeHHE Tesa
(TOT, total body irradiation) u/viu BEICOKO03HAS XUMUOTEPAIIHS.
PexxrMbl KOHIUIIMHUPOBAHUSI B 3aBUCUMOCTH OT JIO3UPOBKU MPENapaToB
JeJSITCS Ha!
» muenoabnatuBHbie (MAC) — peluamMBbl BCTpEYaeTcsi PEIKO, HO BBICOKAs
TOKCUYHOCTb;
» noHmkeHHou nurencuBHoctu (RIC);
» "emuenoabnactuBHbie (NMA) — mamueHTaMd TEPEHOCUTCS  XOpOIIIO,
MUHUMAaJIbHAss TOKCUYHOCTh, HO TIPOLICHT PEIUANBOB BhIIIE (Tabiuia 16).
Cxema pexXMMOB KOHAUIIMOHUPOBAHHUS 1I0 UHTEHCUBHOCTH MPEJICTABJICHA B
npuioxKeHun Ne2.

5. IlepesiuBaHue reMONOITHYECKHX CTBOJIOBBIX KJIETOK

B nenb 0, mocie moarotoBku penunuenta npopoautcs nadysus I'CK.

C MemkoM CO CTBOJOBBIMHM KJIETKAMH HajJ0 oOpamarbcs C
OCTOPOXKHOCTBIO, HE MCHOJb30BaTh OCTPHIC METAJUIMYECKHE MHCTPYMEHTHI.
BriOupaercss memok ¢ MakCUMallbHOM KJIETOYHOCTHIO. Ilepen BBeaeHHEM
JITAHHBIEC C MEIIKa MPOBEPAIOTCS HA COOTBETCTBUE C MACIOPTHBIMU JAHHBIMU
MalueHTa.

[lepen nepenuBannem I'CK npoBoautes npemeaukanus:

o Ilpegnuzonon (WM METWINPEAHU30JIOH) | MI/KT BHYTPUBEHHO WJIU

JIEKCaMeTa30H 4 MI' BHYTPUBEHHO;
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o OHpaHceTpoH §8-16 M BHYTPUBEHHO;
o Ilpu sMoroHaNBHOM Ta0MIbHOCTH — AuazenaM 10 Mr B/B, MEIJIEHHO.

Ta6numa 16. Buabl pe;kuMoB KOHAUIIMOHUPOBAHMS B 3aBUCMMOCTH OT

HHTEHCHUBHOCTH [4]

Pe:xxum Onpenesenune

KOHJTUIIMOHUPOBAHHUSA

MAC Kiaccuueckuii muenoadnarushbiii pexxum (MAC) - Bu/Cy (BU 16
mg/m? + Cy 120 mg/kg)- PeterJ. Tutschka.
Ha d¢one Boicokogo3not XT wmm TOT TtokcwuHOM st
KpoBeTBOpeHHs, uepe3 7-21  mHeit  Hactymaer  (pasa
MUEIOTOKCUYECKOT0 arpaHysIoIUTo3a, TIy0OKas MaHIIUTOIICHUS.
KocTHbIIT MO3r MOJHOCTBIO OIYCTOIIAETCS BMECTE C Tudenem
JICMKO3HBIX KJIeTOK. [[aHIuTONEeH s [UIUTeNIbHAs, HeoOpaTtumasi. B
cllydae HE TPWKUBIICHUS TPAHCIUIAHTATa HACTYIAET JIETaIbHBIHI
UCXO]I.

NMA - | [locnie HemMuenoadbIaTUBHOTO KOHAUIIMOHUPOBAHUS LIUTONICHUS HE

HemuenoabnacTuBHbIH | Ty0OKass W KOPOTKOE. ['e€MOI033 MOXXET BOCCTaHOBHTBHCS

peXKHM CaMOCTOSITENTBHO.

KOH/IUITUOHUPOBAHHS

RIC - Pexum | Knaccuueckuii.  peXuM  HNOHMKEHHOW  TOKCUYHOCTH  OBLI

KOHIUIIMOHUpOBaHus | mpemiosked Shimon Slavin — Flu/Bu (Flu 150 mg/m2 + Bu 8

MTOHKEHHOM mg/kg). Pexxum, kotopsiii He otHOcUThCs HE K MAC, Hu k NMA.

WHTCHCUBHOCTHU B PK B 0OCHOBHOM HCITOJIb3YETCSI UMEHHO TOT PEXKHM.

Hauanbnas ckopocth BBeaenust ['CK cocrasnsier 3—5 mi/mMuH (4-5 MuH),
MOCJI€ YETO CKOPOCTh MOKHO YBEIIMYUTH A0 MaKCUMaJIbHO BO3MOkHOMU. [ CK
KarnaeTcsi BHYTpUBEHHO B TeueHun 50-60 MunyT (pucyHok 10).

Pucynok 10. Uu¢gy3usa I'CK nauuenty™

*Pucynok B3sT u3: http://www.almazovcentre.ru/?page 1d=7846
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OnuH U3 OCJIOKHEHUM BCTpEUarolIMecs B IMPOILIECCE — 3TO TeMOJu3, B
Takux ciaydasx uH@y3us npekpamaerca. Mudysuu ['CK u3 ciepyrommx
MEIIKOB BO30OHOBJISAIOT MOCJE KYITUPOBAHUS Ir€MOJIN3a.

Bo Bpems nepenuBanusi ['CK 3a marmenTom HabtonaeT peaHWMAaTolOT,
KOHTPOJIMPYET apTepualibHOe AaBiieHue, nuypes, JKI', napuuansHoe naBieHue
O,, temnepatypy. Ilocne BBenenue I'CK, mepBas mopuus MOYM cIaetrcs Ha
aHaJM3 JJIs BBISBICHUS CUMIITOMOB I'€MOJIN3a.

6. ConpoBoauTe/IbHAsA Tepanus

Llenp CONMPOBOIWTENBHONW TEpPANUMU — ATO NMPEAYNPEKICHUE, KOHTPOJb U
YMEHBUIEHUE CUMIITOMOB OCJIOKHEHUH, KOTOpbIe MOT'YT BO3HUKHYTh Iipu TT'CK.

Ha done UMMYHOAEC(PHUIIUTHOTO COCTOSIHUSA 00yCIJIOBJIEHHOE
arpaHyJIOUTO30M BCJIEJICTBUE pexuma KOHJIULIMOHUPOBAHHUS u
UTOCTaTUYECKOIO MOBPEXKACHUS CIU3UCTBIX OOOJIOUEK y pEeLUIUEeHTa
tpadcmanTauuu ['CK pa3BuBaroTcst Tspkenable MH(GEKIHOHHBIE OCIOKHEHUS
Pa3IMYHOIO reHe3a.

Jlnia npodunakTuku WHOEKIUHY SK30T€HHBIX U SHIAOTCHHBIX BO30yaUTENeH
HA3HA4YaroTCsl aHTUOAKTepuaibHbIE, MPOTUBOTPUOKOBBIE U TNPOTHUBOBUPYCHBIE
Ipenaparsl.

3alUTHBIE MEPOIIPUATHUSA:

e [lanmeHTBl comepk’aTbCsi OTIAEIBHO B  CIEHUAJIBHOW  «YHUCTOMN»
nomenienuii, ooopynosannom HEPA punbrpamu;
* JIOCTYI K MMAlIUEHTY UMEET TOJIbKO MEIMIIMHCKUI TIEPCOHAT,
* JMarHOCTUYECKHE MPOLETYpbl MPOBOASATCS MO BO3MOXHOCTH B Tajnare
nalyeHTa sl U30eranusi KOHTaKTa C HCTOYHUKAMH UH(EKIINH;
* B IajaTax He JOJIKHBI ObITh KOMHATHBIE PACTEHUS U I[BETHI.
3alUTHBIE MEPOIIPUATUS MEAULIMHCKOTO ITEPCOHAIIA’
* YacTO€ MBIThE PYK MO HMHCTPYKIMU C OOpabOTKOW aHTHUCENTHUKAMH,
O0COOEHHO IPY MAaHUITYJIALIUAX;
* KEJaTeJIbHO HOLIECHHUE CTEPUIBHBIX XaJaTOB U MACOK.
3amuTHBIE MEPbI OT HHPEKIIMOHHBIX OCJIOKHEHUH:
* CTepWIM3alus NIPUHUMAEMOM MUILH U MTOCYIbI,
* eXeJHEBHas CMEHA NOCTEJIbHOTO U HUKHETO Oelbs;
¢ 00paboTKa aHTUCENTUKAMH MAJIATHON MeOENn U anmnapaTypsl.
Jnst npodunakTUKu croMaTuta (MyKO3UT TOJIOCTH pPTa) pEKOMEHAYIOTCS:
* Ilpu moAroToBKe K TpaHCIUIAHTALIMM OOsA3aTeNbHAS CaHALUS MOJOCTH
pTay ctomaTosiora (JIeueHue Kapueca, yaajieHue 3yoa u T.1.).
* OOpabarbiBaeTcd  TOJOCTh pTa  OXJAXKIACHHBIMH  PAcTBOpaMU
AHTHUCENTHKOB (PAaCTBOP XJIOPreKCHIUHA) 5-6 pa3 B JIcHb;
* PekoMmeHnayeTcs UCHOIb30BaHUE MITKON 3yOHOH IETKHU;
* Ilpu cromaTtute agekBaTHas aHTUOAKTepUaIbHas U MPOTUBOIrPUOKOBas
Tepanus.
[Tpodunaktuka TOMHOTHI M PBOTHL. Ha3zHawyaeTcss MPOTMBOPBOTHAS Tepamus
BBICOKO3METOTEHHBIMU MpErapaTaMu.
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7. IocTTpaHCIIIAHTAIMOHHBbIE OCJI0OKHEHUS
ITocne npoBeaenus TI'CK kaaplid MalMEHT IEPEHOCUT OCIIOKHEHUS
pa3HOM TSHKECTU U Pa3HOTO TeHE3a.

7.1 PanHMe 0CJI0:KHEHUS

BbicOKO103HBIE IIMTOCTATUYECKUE TpEnapaThl BBI3BIBAIOT OCIOKHEHUS,
KoTophie aenarcs Ha panHue (10 100 gueit mocine TKM) u nozaaue (100 guel u
no3xe nocie TKM).

[ToBpexkaeHne 3HAOTEIUAIIBHOTO CJIOSI COCYJOB MU CIM3UCTOM OO0O0JIOUKH
JKKT BcrencTBre BO3IEMCTBUSL XUMHUOIIPENIAPATOB PA3BUBAIOTCA B TeueHUe 30 —
60 nHel.

I'emoppacuueckuu yucmum

Pa3BuBaercst BcieAcTBUE NpUMEHEHUs IHuKIodochamusa B BBICOKUX
no3ax. Kimmauyecku nposiisieTcs reMarypueii, mHorja 00pa3oBaHHEM CTYCTKOB
KpOBM B MOYEBOM IIy3bIpe, 3aJCp>KKH MOYHM, BCIEJACTBUE OOTypaiuu
MOYEBBIBOJIAIUX ITyTEH CIyCTKaMHU.

Jns  npoduiIakTUKM — TeMOPpPardvyeckoro  IUCTHTA  HUCTIOJIb3YETCs
ypometukcat. [Ipenapar BBogutcs 3a 1 yac no undys3um nuxnodochamuna u
npoaokaeTcs 24 yaca.

JleueHne reMoOpparMueckoro LUCTUTA: Tuaparauums — 3 1/M%/cyr,
TpaHC(Py3usi KOHIEHTpaTa TPOMOOIIMTOB, HEMPEPHLIBHOE OPOILICHHE MOYEBOTO
y3bIpst (PU3HOIOTUIECKUM PacTBOPOM depes karetep [37];

CuHOpom CUHYCOUOANbHOU 0OCMPYKYUU (8€HOOKKIIO3UOHHASL 0OOJIe3Hb
nevenu).

Bo3Hukaer BciencTBUE T€NAaTOTOKCHYECKOTO JCMCTBUSI ITUTOCTAaTHUKOB,
MPOSIBIIICTCSL  JKEJNTYXOM, 3aJIepKKU  KUAKOCTH, YBEJIWYEHUEM TI€UYCHH,
nposiisiercs B iepBbie 35-40 nueit nocie TKM.

Jleuenue:

CumnroMaThyeckasi Tepanusi BKIIOYAaeT OTPaHUYCHHUE TIPUEeMa KUJIKOCTU U
JMYPETUKOB, TOAJIEPKKAa TOYeUyHOM mepdy3un BBeAeHUEM albOyMHUHA,
CBEXKE3aMOPOKEHHAsI T1a3Ma, TpaHC(y31H KOMITOHEHTOB KPOBH.

Cnenuduueckas:

o Jlepubporum: 6,25 Mr/kr, B/B, 2x-dyacoBas uH(]Y3us, Kakaple 6 9acoB, B
TeueHue 14 gueit;

o PexoMOUMHaAHTHBIN TKaHEBOW akTuBaTop MmiasmMuHoreHa: 0,05 mr/kr/gac, B
TeueHue 4x yacoB, 2 — 4 nHia. MoxHo BMecte ¢ remapuHom 20 EJI/kr,
oomtocHo (He 6onee 1000 EMT), nanee 150 EJI/kr/cyT B BUlie MPOITICHHOM
uH(py3uu, B TeueHuu 10 quei.

Cunopom panHe20 npudicusieHusi — BBICTABIACTCS TPU HAJTUYUU 3X
OCHOBHBIX KPUTEPUEB WA 2X OCHOBHBIX KPUTEPUEB U 1 MIIH HECKOJIBKUX MaJIbIX
KpUTEPUEB.

K 60/bIIUM THAarHOCTUYECKUM KPUTEPHIM OTHOCSTCS [4]:

o Juxopanaka >38,3°C HenH()EKIIMOHHOM STHOJIOTHH;
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e DJpPUTEMATO3HAsl Chblllb, IMOKpbIBaImas >25% MOBEPXHOCTU  Tea,

HEaJUIEPTUYECKON ITHOJIOTUH;

¢ HEKApAUOTECHHBIN OTEK JIETKUX.
Marble TMarHOCTHYECKNUE KPUTEPHH:
o HapylieHue PyHKIHUM NeYeHH (TIOBBIIMICHUE 00111eT0 OMIMpyOruHa >2 Mr/,

MEYEHOYHBIX TPAaHCAMHUHA3 >2 HOPM);

o TOYEYHAs HEJOCTATOYHOCTh (YBEJIMUYEHHE KpeaTMHUHa >2 pa3a oOT

UCXOJTHOTO YPOBH#);

¢ yBeJIMUEHHE Beca >2,5% OT UCXOIHOTO;

HaOnronaercss paHHee NpUXKUBICHHE B TedeHWe 96 4acoB, B TemMorpaMmme
HeiTpoduisl 6oee 0,5%109/n B Teuenue 2 aHe moapsia.

Jleuenne: I'KC Imr/kr x2 p/cyT.

Cunopom uouonamuieckol NHeeMOHUU.

KiimHndeckne CHUMOTOMBI: JMXOpajKa, CyXOW Kallellb, TaXWIIHO),
runiokcemusi, npu KT nerkux mnpusHaku au@Qy3HbIX albBEOJISPHBIX WIH
WHTEPCTUIMAIBHBIX UHOUIBTpaTOB. [lepuon BosHukHoBeHue: ¢ 18 mo 21 neHb
nocie TKM.

@akTOpbl pHUCKA: PEXUM KoHAUIMOHUpoBaHUS MAC WM TOTalIbHOE
oOnyuenue tena, awioreHHas TKM, moxwiod BO3pacT MalMeHTa, OCTPHIN
JICWKO3, HAJTMYKE PEeaKIMU TpaHCILIaHTaT MpoTuB Xo3suHa (PTITX).

Jleuenne:

1. ucKyCTBEHHAs] BEHTWUISLIUS JIETKUX, TeMODMIbTpALIUS;
2. aHTHOAKTEepUaIbHBIC MPEeTapaThl MTUPOKOTO CIIEKTPA ICHCTBHSI,
3. 'KC Tepanus;

Ucxon. 60-80% nanueHTOB ¢ CHHAPOMOM HAMONATHUYECKOW MHEBMOHUU
MOruodaroT BCIICICTBUE AbIXAaTEIbHONW HEIOCTATOYHOCTH.

Tpombomuueckas muxpoaneuonamus, accoyuuposannas c¢ TKM. 3t1o
penkoe, HO cepbe3Hoe ocnoxkHeHne TKM, Bcrpeuaercs 20-30%. Bcenencrue
pacnpoCTpaHEeHHOM JUCHYHKIIMU DHIOTENHS Pa3BUBACTCS TE€MOJMTHYECKAs
aHEeMUsl C aKTHBAIlMEH COCYAMCTO-TPOMOOIIMTAPHOTO TE€MOCTa3a, KOTOpPHIH B
CBOIO O4Yepelb IPUBOJIUTH K TpomMOooOpa3zoBaHuio. OHM B CBOIO O4YEpPEb
BBI3BIBAIOT MOBPEXKJICHUE BHYTPEHHUX OPraHOB C WX HapylieHUEM (PYHKITUH.
BreipaxkxenHoctb TMA pa3Has: ymMepeHHas, MHOT/Ia MOJHHUEHOCHOE TEUYEHHUE C
JETAIBHBIM UCXOJO0M. [IposBisieTCs JIETOYHOM TMIEPTEH3UEH, TTOIUCEPO3ZUTOM,
MOBPEXKICHUEM KETYJOYHO-KUIIIEYHOTO TpaKTa, MOBPEKIACHUEM IIEHTPaTbHOMN
HEPBHOMU CHUCTEMBI, MOYeK, MOBBIIIIEHUEM JIAKTaTAECTUIPOTCHA3HI,
TpomGoruTonenueii <50 x10%1, aHemmel, MOBHINIEHUEM YPOBHS IIU30LUTOB
>4% B KpoBH, oOTpularedbHbIMU npodamu KymOca, CHUWXEHHEM YpOBHS
ranTorjio0uHa B KpOBU;

Pazmuuator 2 hopmer TMA:

o Pa3BuBaeTcs mocie Ha3zHaueHHME WHTHOUTOPOB KaiblimHeBpuHA. [locie

OTMEHBI MpenapaTa CUMIITOMBI TOJTHOCTBIO UCUE3aI0T.
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o« TMA, HecBs3aHHasi C TOKCHYHOCTHIO WHTHOWUTOPOB KaJbIIMHEBPUHA, a
ces3ana ¢ PTIIX, BupycHbpIMH WM TpHUOKOBBIMU HH(EKIIMAMU. B 0cCHOBHOM
UMeeT HeOIaronpusTHbIA MPOTHO3.

JleyeHuie: OTMEHUTh MHTHOUTOP KajblmHEBpUHA U 3amMeHuTh Ha [ KC nmis
npoduinaktuku PTITX. HaznauaeTcss ”HTUOUTOp KOMILIEMEHTa DKYyJIn3yMao.

Henpuorxcuenenue mpancniaumama — 310 Ha 21 genp mocie TKM
KOJIMYECTBO JICHKOIIMTOB B KpOBU cocTaBuTh Beero 200 ki/Mki u meHbime! ! [4].
HenprmwkuBieHne TpaHCIUIAHTaTa SBJISICTCS MPHYUHOW JeTaibHOro mcxojma (ot
WH(EKITMOHHBIX OCJIOKHEHUH, TOTMOPTAHHON HETOCTATOYHOCTH U IPYTHUE) Yepe3
HEKOTOPOE BpEMs Yy BCEX PEUUIIMEHTOB, Y KOTO Pa3BWIOCh 3TO OCIOXHEHHE.
Yacrora coctasisieT ot 2 10 20%.

Ommopocenue mpancniaumama — 3TO BHOBb CHIKEHHE IOKa3aTeleu
KpOBU (JOHOPCKUX KJIETOK) TOCIE YCTEIIHOTO MPHKUBJICHUS C TOBBIIIICHUEM
nelikonuToB Gonee 1,0%10%n, meittpodunos Gonee 0,5%10%1, TpomGouuTos
*10%1n e Menee 3x aHanu3ax KpoBH. OTTOPKEHUE SABJIAETCS JKU3HEYTPOKACMBIM
COCTOSIHUEM C BO3MOKHBIM Pa3BUTHEM JIETATBLHOTO UCX0a. BerpeuaeTcs meHee
5% ciyuaes [1].

HHucgynukyus mpancniaumama — 3T0 TPU PA3BUTHHU 2X WK 3X-POCTKOBOU
uutonenuu (remornobun <100 r/m, meiirpopunsr <1,0x10%71, TpoMGOLUTEI
<30x10%n) na 30-it nens nociae TKM, Tpancy3HMOHHAs 3aBUCUMOCTD Ha (OHE
amasuv KOCTHOro mosra. [Ipm 3ToM MMeEETCs MONHBIM JOHOPCKUN XUMEPHU3M,
OoTCyTCTBYIOT Tspkenast PTIIX u penuaus.

Jleuenne:

* ['panymonurapHeie KojioHue crumynupyromue ¢akropbl ([-KCD): 5
MKr/kr/cyT x10 agHel WM N[O TOBBIIICHHUS YPOBHS HeUTpoduio >3
x10%n, +2 cyrok [57].

» NmmyHocymnpeccuBHas Tepanusi: ukiopochamu 60 Mr/kr/cyT X2 mnHs +
aHTUTUMAIUTAPHBIN TJ100yuH 30 MI/KT, BCEro 2 BBEJICHUS.

» Boost-uadyszus.

* Bropas TpancruianTanus.

7.2 TllpopunakTuka v JiedeHne MH(PeKIMOHHBIX 0CJI0KHEHUI
[TpodunakTika HHOEKITMOHHBIX OCIOKHEHHI.
a. Ilpogunakmuxa 6axmepuanbHbvix uHGeEKyutl.

Jngs  mpoduiakTtuku — OakTEepHATbHBIX ~ WMH(MEKIUU  MNPUMEHSIOTCS
¢dbropxunononsl. Haumnaercs co aus uHdy3um ['CK u mnponmomxkaroT A0
BOCCTaHOBJICHHs HelTpodmiios [4,14].

PexoMeHnyembie mpemapaTh:

1) Iunpodaokcamuu 500 mr X2 p/cyT;
2) JleBodmokcarwn 500 Mr/cyT;

3) Asutpomunus 250 mr/cyT.

0. [Ipopunaxmura upycHvix uHgexyui.
PexomeHyemble ipenaparsl:
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o lanmnuKIOBUP: HAYMHACTCS C MOMEHTA MPUKHUBJICHUS IO S5 MT/KT X2 P/CyT,
B/B, 5-7 nHel; 3ateM 5 Mr/kr/cyrt, B/B, 10 J+100 [55].

o Anuxnosup 500 mr/m? x3 p/cyr, B/B nnu 800 Mr x4p/cyT, BHYTpb.

o Bananuxmnoup ot 500Mr o 2 rp x3-4 p/cyT, BHYTPb B 3aBUCHUMOCTH OT
Bupyca (UMB, Bupyc Onireiin —bappa unu reprec)

[IpodunakTuka rpumnmna NpOBOAUTHCS C TOMOIIBIO BAKIIMHALIMU.

[IpodunakTuka BupycHoro remnarura B.

Ecnu y moHopa BbIsABIIEH renatut B, To pekomenayercs:

o IIpoBeaeHue MpOTUBOBUPYCHOTO JICUEHHS JOHOPY, B TEUEHUE MECALA, WU
710 BBI3JIOPABIMBAHUS OT remaTuTa.

o Ecim BupycHeii rematur B BeusiBien npu  coope I'CK, ¢ gus
TPAHCIUIAHTALIMM MMAlMEHT HAYMHAET MOJy4YaTh MPEABAPUTEIBHOE JICUEHUE
namuByaudoMm 100 mr/cyt 6 mecsiieB u Oosee.

[Ipodunaktuka BupycHoro renatuta C. [lo cratucruke nHQUIIMPOBAHHbBIE
renatutoM C W HEUHPUIIMPOBAHHBIE PEIUIUEHTH HMMEIOT OJMHAKOBHIE
pe3ynbTarel. B miane nedyenus xponudeckoro rematuta C, manumentam ¢ OJI
MPUMEHSIIOTCS CJIEAYIOIINE IPaBUIa:

o« mnonHasg pemuccus OJI;

o otcyrcrBue PTIIX;

o JICUCHHE U3 MOJIHBIX 703 METUHTEPPEPOHA U PUOABUPUHA HAYNHAETCS TOCTIe
OKOHYaHUs nporpada yepes noyroja,

o TI0KA3aTEJH MOYEYHOM (DYHKIIMHU B HOPME;

e JUIMTEIIBHOCTSD JieueHus 24-48 Henenb (3aBUCUT OT OTBETA).

8. llpoghunaxmuxa muxosoe
[IpodunakTuka IpoxKEBbIX MUKO30B.

Jlns npodunaktuku KaHaugo3a nociie amioreHHo TKM HazHauwaercs
¢ryxonason. [Tpuem npenapaTa HAUMHAIOT ¢ TEPBOTo JAHA B 03¢ 200 Mmr [37].

O¢ddextuBHOCTh MUKaQyHTHHA comocTaBuMa C (IIYKOHA30JI0M, HO, 3TOT
npenapar He y100eH 13-3a He0OXOAMMOCTH UH(Y3UHU U JTOPOTOBUBHE.

HNTpakoHa3oi1 NEPEHOCUTCS TMalMEHTaMU IIJIOXO W HMEET BBICOKYIO
TOKCUYHOCTb.

[Ipenaparsl amdorepurmna B, HUCTaTUH, KIOTPUMA30J MPEIOTBPAIIAIOT
JIOKATBHBIA KaHUI03 CIIM3UCTHIX 000JI0UEK U KOJIOHU3AIINIO Ha TOBEPXHOCTH, HO
HE JICCTBYIOT Ha MHBA3WBHBIN KaHINU103.

[TpodunakTuka naecHEeBbIX MUKO30B.

[IpumMeHsieTcss  pacTBOp IUKIOAEKCTPUH BHYTPh M WHTPAKOHA30J
BHyTpuBeHHO.  Ho, umeror  mnoGouHbie  3PDEKTHI CO  CTOPOHBI
KEITYJJOUHOKHILIEYHOTO TPAKTa.

[Ipenapatel, npuMeHseMbIe 71 TPOGUTAKTUKY UHBA3UBHBIX MUKO30B:

o @®nykonazon 400 Mr/cyT, BHyTpb WIH BHYTPUBEHHO;

o HUrpakonazon 200 mr X2 p/cyT, BHYTpb (IE€pOpaTIbHBIN PacTBOP);

o Muxkadynrun 50 mr/cyT, B/B;

« Bopuxonazon 4 mr/kr x2 p/cyt, BHyTpuBeHHO Min 200 Mr x2 p/cyT, BHYTpb;

o Ilozakonazon 200 mr x3 p/cyT, BHYTpb (IEpOPaTBHBINA PACTBOD).
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2. [lpogunaxmuxa nHeemoyucmHol nHe6MOHUU
Haznauaercs TpumeronpuM/cyibdamerokcason B 1o3e 960 Mr/cyT, oT 2 10
7 pa3 B Hegemto 10 6 mecsue nocie TKM.

JAuarnocruka u jeueHne HHQPEeKIUMOHHBIX 0CJI0KHEHUIN

Pa3BuTue mHGMEKIMU B MOCTTPAHCIIAHTAIIMOHHOM IE€PHOJI€ 3HAYUTEIHHO
yXyAIIaeT TMPOTHO3 3a00JeBaHUs, TaK KakK SBISETCS OCHOBHOW NPUYMHOMN
cmeptHocTU. UMMmynHast cuctema nocie TI'CK BO300OHOBIsIeTCS B TE€UEHUE OT
HECKOJBKHX MECALIEB /10 MHOTHX JIET.

Hetimponenus — cHuxeHue HEUTPO(PWIOB BO3HUKACT M3-32 BO3ICHCTBUS
IUTOCTATHYECKUX TpenapartoB. HeiTpornenus mo KoiauuecBy HeUTpodumos
JeJSITCS Ha:

* HeiiTponenusi —CHI>KEHUE aOCOJIOTHOTO KOJIMYECTBA HEUTPOPHUIOB
<1500-1000 kIeToK/MKII.

* Tsoxenas neitponeHus <500 KJIETOK/MKII UK 0KUAAEMOE CHUKEHUE
10 <500 KJIETOK/MKJI B T€YEHHUE CIeyronux 48 4acos.

* T'nyOoxas Hewtponenus <100 kierok / Mk [26].

Puck kiaMHUYECKHM 3HaYUMON MHGEKIIMH BO3pacTaeT, Korja KOJIMYECTBO
HedTpomwioB mnamaer Hmwke 500 KIETOK/MKI y JUIl C JJIATEIBHON
MPOJIOJKUTEILHOCTBIO HEHTporieHuu (0osiee 7 mHel).

[TpodunakTuka - onuH U3 ri1aBHbIX Meporpusituit nocie TI'CK:

* 00pa0oTKa pyK MEAMIIMHCKOIO [IEPCOHANA;
* CaHalus U TUTUEHA MTOJIOCTH PTa;
* JEKOHTAaMUHALMA KUIIEYHHKA C MOMOILIBI0 MEPOPATbHBIX AHTHOUOTUKOB:

(TOPXUHOJIOHBI UKO-TPUMOKCa301 (CyJIb(paMeToKca3o + TPUMETOIIPUM);

* 00s13aTeIbHOE HOLIEHUE MACKHU MEIIIEPCOHAIa U POJICTBEHHHUKOB,
* BCs MUIIA JOJDKHA MPOXOJIUTh Yepe3 TEPMHUUECKYI0 00paboTKYy.

XpoHOJIOrUs pa3BUTUA BEPOSITHBIX MHPekuui y nanueHtoB nocie TI'CK
npenacraBiieHa B pucyHke 11.

a. bakrepuanbHbie HHpeKUMU

DebpunvHas Hetimponenus. ITO COCTOSIHUE, KOTJa, Y PEUIIUEHTOB MOCIe
TpaHcIulaHTauuu Ha (QoHe Heirponenuu Menee 0,5x10%nm mnmm oxumaeMbIM
CHIDKEHHEM B TedyeHue Ommkaimmx 48 4acoB pa3BUBaeTCs JHMXOpajka Oojee
38°C [15,52]. ®ebpuibHast HEWTPOIIEHUS 3TO M €CTh HEUTPOIIEHUYECKUI CETICHC.

[Ipu BbIsiBIeHMH oyara uH(peKuu ¢ nosbiieHueM ypoBHeit CPb>40-50
MTI/J ¥ TIPOKAJIbIMTOHMHA>(0,7 HI/MJI HaUMHASTCS aHTHOAKTEpHUAJIbHAS TepaIus
IpU HOpMaJIbHOU Temmepatype [53].

Tepanus

OMmupuyeckas Tepanusi - (eOpuiabHas Temmeparypa y NaIlMeHTOB C
HEUTPOINEHUEW JOJDKHA paccMaTpUBaThCS KaK HEOTJOXKHAas MEAUIMHCKAs
noMoIb. AHTHOAKTEpUAIbHBIE CpPEJICTBAa IIMPOKOrO CIHEKTpa JEHCTBHS
Ha3HAYaIOTCs KaK MOXKHO cKopee (B TedeHue 60 MHUHYT TOCJE TMOSIBICHUS
JIUXOPAJIKH).
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Pucynox 11. XponoJiorusi ungekunoHHbIX ocao:xkuenuii nociae TI'CK [4]

Hefmponesna

HGBIJE:&I;I;EHI'IE- T- /| B-amago on LT- /| B-arradomeros
& axTOpEI dapeepos, [T-/LB- - - PYVHEKITHOHAIEHAA 3 CILT S HELE
Sy HEITHO Ha THHA A 8 CILTSHEL - p
pECRa TG OLTHTOE " Teuerte oetnof PTITE Jlewenns XpOHMILCKOH
TV HEITHOHA TEHA A - cIp PTIIX
BLILTSEELE
I pamMoTpHIla TeIEHEIS IT8 T O ElmEa ey aHp oEa HEHEIE OaKTEPHEH
BhaxTe-
e IpanmoIos e TEHEE
OO BEE
Aszpergillus spp.
I'puin: Candida spp.
P e
Herpes simplex virns
Cytomegalovoes
Bapy cx Waricella zoster vires
Epstemn Barr PTLD

HHWV-6, ESV 1 ap.

Jlo Hayama aHTMOAKTEpUANIbHOW TEpanuH, HEOOXOAUMO B3STh KPOBb U
Martepual ¢ ouara nHGeKuu (Ipu HAJIMYKUK ) Ha CTEPUIILHOCTD ISl ONIPEIeICHUS
BO30YIUTENS U HA YyBCTBUTEIBHOCTh K AHTUOMOTHKAM.

[lenbro dMIUPUYECKON Tepanuu SIBISETCS OXBaT HamOoJiee BEPOSITHBIX U
HanOoJjiee BUPYJICHTHBIX MHUKPOOPTAaHU3MOB, CIOCOOCTBYIOIIUX PAa3BUTHUIO
CEPhE3HBIX WJIM OTMACHYIO JUIA KU3HU UH(EKIUN y MalMeHTOB ¢ HEUTpOIIeHuen
[5].

[TpumeHsIoTCs ClieyronIre O0Te MPUHIIUIIHL:

* AHTUOMOTHUKYU HA3HAYAIOTCS SMIUPUUYECKH;

* AHTUOMOTHUKU BBOJSITCS BHYTPUBEHHO (B/B);

* MEpPBOHAYAJIbHBIA BBIOOP AHTUOMOTHUKOB JOJDKEH PYKOBOJCTBOBATHCS
aHAMHE30M >KM3HU U 00JIE3HU MaIlMeHTa, AJJIEPTUei, CUMITOMaMHU, KIIMHUKOMH,
HEJJaBHUM  HUCIOJb30BaHWEM  AHTUOMOTHKOB, a  TakXke  JaHHBIMHU
AHTUOMOTHUKOPE3UCTCHTEHOCTH BO30ynuTeneit [14,44];

* KeJaTeIbHO Ha3HavYaTh OAKTEPULIMIHbIC AHTUOUOTUKY;

* KJIMHUYECKHM OTBET U PE3yibTaThl aHTUOMOTHUKOPE3UCTEHTHOCTH W
YYBCTBUTEIBHOCTH JIOJDKHBI TIIATEILHO KOHTPOJIMPOBATHCA, a Tepamnus
JI0JDKHA CBOEBPEMEHHO KOPPEKTHUpPOBAThes [54].

CraproBas Tepanus - PEKOMEHIYETCS MOHOTEpanus
AHTHUIICEBJOMOHAJILHBIMU O€Ta-JTaKTaMHBIMU aHTUMHKPOOHBIMH TpenapaTami,
Hampumep: 1edenuM, MEpONeHEM, WMHUIICHEeM-IUIACTaTHH, MUIEPAIHIITHH-
Ta300aKTaM, e Ta3HIuM.
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Pexomennyrorcs mpoasieHHbIE HHGY3UN OeTa-TaAKTaAMHBIX aHTUOMOTHKOB (B
TEYCHHE TPEX WIIM YETBIPEX YacoB, JTMOO HEMpephIBHAS MH(Y3HsI) U HAIIPOTHUB,
AMUHOTJIMKO3H/IBI U (DTOPXUHOJIOHBI PEKOMEHTyeTCS Ha3HAYATh OJJHOKPATHO, TaK
KaK OHH UMECIOT J10303aBUCHUMBIH dddexT [14,15,26].

BankomutinH (4 Ipyrue aHTHOAKTepUaIbHbIE TTpermapaThl, ISHCTBYIOMINE HA
I'PaMITOJIOKUTEIHHBIC KOKKH ) HE PEKOMEHIyeTCs B KAUeCTBE CTAPTOBOM TEpaIuH,
HO MOJKET OBITh Ha3HAUEH IMPH MOJ03PCHUH WM HATMYUH TPAMITOJIOKUTEIBHON
uHpeKInn (KaTeTep-acCOMUpPOBaHHAs MH(PEKIUs, MHPEKIIUN KOXKU U MATKUX
TKaHeW, THEBMOHHUS U JIP.).

Pexomenayercs Ha3HauaTh aHTUOMOTUKHU C aHA3POOHOI aKTUBHOCTHIO, €CITH
eCTh NPU3HAKM HEKPOTHYECKOTO MYKO3MTa, CHHYCHTA, IEPUOJIOHTAIBHOTO
HEJUTIONNTA, IEPUaHATBHOTO LEJUTIONNTA, BHYTPUOPIOIHOM H(pEKIUU. Pexxnumbl

aHTUOAKTEpPUAIBHOW TEparuu NpeCcTaBIeHbI B Tabauue 17.

Tabnuna 17. CTapToBbI€e PeKUMbI IMIUPUIECKOH AHTHOAKTEPUAIBLHO

Tepanum [1]

OeTajaKkTaMa3zonpoAYLUPYIOLIIMHI
IITaMMaMH

KianHuyeckue cuTyanuu Dckajanus Jlerckamanusi
CrangapTHasi CUTyaIus [MunepanuimH/Ta300aKT | MOHOTEpAITHS
aMm AHTHUIICEBIOMOHATHBIMH
AHTHIICEBIOMOHAIHBIE KapOaneHeMaMu
1e¢aoCcIopuHbI KOMOWHAIHS
(medrazuaum) AHTUIICEBIIOMOHAIHOTO
TukapuwUIHH/KIaByIOH | B-JlakTama u
ar aMHHOITIMKO3M A HWIN
Hedanepazon/cynpbakra | Apyroro rmnpemnapara B
M 3aBHCUMOCTH oT
KIIMHUYECKOW CHUTYaIuu
(cM. HUXKeE)
[IpenmectBytomas  KOJOHU3ALUS AQHTHUIICEBIOMOHA/IHBIC
uimi  WHQEKIUsA, CBA3aHHAsS C KapOareHeMbl

[IpenmecTByromas  KOJOHU3ALHUS
Wi UHQEKUus, CBA3aHHAs C
KapOaneHeMa3onpoAyLHPYOIUMH
ITAMMaMHU

Komucrumerar  +  f-
JaKTaM + TaWTrelUKINH
WIIM aMUHOTJIMKO3U]L

[IpenmecTByromas  KOJOHU3ALHUSA Kojquctumerar  +  fB-
w1 uHQeKuus, cBs3aHHas c f- JaKTaM

JaKTaM PE3NCTEHTHOMN i

Ps.aeruginosa

[IpenmecTByromas  KOJOHU3ALHUSA Kojguctumeratr  +  f-
w1 uHQeKuus, cBs3aHHas c f- JaKTaM =+ THUTCIUKIUH
JaKTam PE3UCTEHTHOU i (TosibkO B KOMOMHANUu!)
Actinetobacter

S. maltophilia KO-TpoMokcazon + [-

naktam (uedrazunum) +
TUKapLWUTHH/KJIaByJIOHA
T
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KiinHnyeckue cutyannu Jckajanmus Jeackananus
[IpenmectByromas  KOJOHU3ALUS +  BaHKOMUIUMH WU
Wi WHQPEKIUs, CBA3aHHAS C JIUHE30JU /] WK
METUIWJLTUH-PE3UCTEHTHBIM JTanTOMULIUH WIn
30JI0TUCTBIM CTaPUIOKOKKOM i TUTCIUKIINH
(MRSA)
[IpenmectByromas  KOJOHU3ALUS + JIMHE30JIU]T WIn
WIM  BAaHKOMHIIMH-PE3UCTCHTHBIC - AN TOMUIIUH 17001
saTepokoKkH (VRE) TUTEIUKIIMH
CenTuuecKuii MoK aHTUIICEBJIOMOHATHBIN
KapOarneHeM +
BaHKOMUIIUH WA
i JMHE30JIU ] Win
AT TOMUIIUH WA
TUTCLUKIINH
Karerep-acconmupoBannas +  BaHKOMHUIIMH  WJIU
uHpekuus (03H0O0 nocie nHPY3Uu B JIUHE30JTU]] WJIH
KaTeTep WM BOCIMAJICHUE TKaHEH B i AN TOMUIIUH WA
MECTE YCTaHOBKH) TUTCLUKIINH
Nudeknuss KOXH WM MSITKUX +  BaHKOMHUIIMH  WJIU
TKaHeu JMHE30JIU ] WIH
i AT TOMUIIUH WA
TUTCLUKIINH
Tsoxenslii MyKO3UT +  BaHKOMHULIWUH WU
JTMHE30JIU ] Win
i AT TOMUIIUH WA
TUTEIUKIINH
[TneBMoHMs Ha ¢oHe UHAYKIHUU | TONBKO IICKaNaIlMOHHAS | aHTUIICEBAOMOHATHBIH
pemMuccun OCTpOTO | CTpaTerus KapOareHeM
MHEI00JIaCTHOTO nenKo3a c
TUIEPJIEHKOLIMTO30M

[TepecMOTp CTapTOBOI TEpPANTMKU BO3MOXKEH IPHU CICAYIOIIUX CUTYaLUSIX:
IO TTOJTYYEHHUIO Pe3yIbTaTOB MUKPOOHOIOTHIECKUX UCCIICIOBAHUI;
€CJIM MOSBUIICA o4ar HH(EKIUY;
€CJIM B Ka4eCTBE CTAPTOBOW Tepanmuu ObLT HAa3HAYEH BAaHKOMUIIMH WU APYTOU
AaHTUMUKPOOHBIN TpermapaT ¢ TPaMMIIOJOKHUTEIbHBIM JIEWCTBHEM, TO TPH
OTCYTCTBUH MPU3HAKOB I'PAMMITIOJIOKHUTEIIBHON MH(DEKIIUH, yepe3 2-3 THS ero
HEO0OXOIMMO OTMEHUTH BO N30CKAHUU PA3BUTHS PE3UCTEHTHOCTH M IIOOOYHBIX

JICUCTBUI;

€clii y TalHUEeHTOB C BBICOKUM PHCKOM MpPOJOJDKAeTCs (peOpuibHast
HEUTPOIICHUS B TeUEHUU 4-7 AHEW OT Hadajia CTapTOBOM aHTHOAKTEPHAILHON
TEpanuyd M HE BBISBICH HMCTOYHUK JMXOPAJKH, TO CIEAYyET PacCMOTPETh
no0aByieHHE TPOTUBOTPUOKOBOM Tepanuu;
IpU HAJIWYMU SI3B MOJOCTU PTa BO3MOXKHO A0OABIEHUE AlMKIOBUpPA H/WIH
(daykoHa3051a, TaK KaK AITHOJOTUYECKUM (PAKTOpOM MOTYT OBITH BUPYCHI
npocroro reprieca uiau Candida spp;
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[Ipn HamuuMKM UCTOYHUKA MH(DEKIUHU, aHTUMUKPOOHYIO TE€PAIUIO CIEIyeT

OpOJOJDKATh B TEUEHUU CTAHAAPTHOM MPOJOKUTENIBHOCTH [JIs  JTAHHOM
MHOEKIMU WIK 10 TeX MOop, MOoKa aOCOJIIOTHOE KOJUYECTBO HEUTPO(DUIIOB HE
craHeT >500 KJIETOK/MKJI MpU CTOMKON HOPMOTEpMUU B TeUeHHH 3-4 1THEH, B
cpennem 7-14 nueii [55].

0. Cencuc 4 cenTUYECKHUI HIOK

OcHOBHBIE ONpEAEICHUS, UCTIOIB3YEMbIE MPU CETICUCE:!

1. CuHApOM CHCTEMHOTO BocmaauTelbHoro otBeta (SIRS):
o JImxopanxka Gonee 38,3°C win runorepmus;
« Taxukapaus 6onee 90 B MUHYTY;
* TaxunHoe 6osiee 20 B MUHYTY;
* OcTpoe U3MHEHHUE NICUXUYECKOro POHa;
* CHWXEHHE JIEHKOLUTOB,;
» Iloseimenne CPb, npoxanbuuroHnHa OoJiee yeM Ha JABa pasa
HOPMBI.
2. Heiirponennueckuii cernicuc: SIRS + undekuus (1oKkyMeHTUpOBaHHAS UITU
MIOJI03PEHMUE)
3. Tspkenbiii HeMTponeHu4Yeckui cercuc: Cencuc + He0CTaTOYHOCTh OJTHOTO
uau 6oJiee OPraHoB.
4. CenTuyeckuid WIOK: TSDKEJbIA Celcuc + apTepualibHas TUIOTEH3Us
(CAA<90 mm pr.cT.) + nakrar 6osiee 4 MMOJIB/JI.
Huaenocmuyeckue kpumepuu netmponenuueckoeo cencuca [23].

BrisiBnennas undekius + 1 unu 6oJiee U3 CIeAyOMMNX MOKa3aTeNei:

JInxopanka Boiie 38,3°C;

['umorepmus auxe 36 °C;

Taxukapaus YCC>90 B muH;

TaxunHos;

M3MeHeHne ICUXUUEeCKOro COCTOSTHUE,

OTeKu WK TOJOKUTEIBHBIN OanaHc )kuakocTu (>20Mi/Kr B TeucHue 24 9);
['unepriimkemMus (caxap KpOBH BbIIIe 7,7MMOJIB/JT) IPH OTCYTCTBUU CaXapHOTO
nuabera;

Yposens CPb u mpokanbliUTOHWHA B KPOBU 0OJiee YeM B JiBa pas3a BHIIIE
HOPMBI,

Camxenne PaOo;

Cuamwxenue auypesa <0,5 mi/kr/4 B TeueHue 2 4acoB HAOIIOICHMUS,
YBenuuenue kpeatuHuHa > 117 mmounb/i;

N3meHeHnss B KoaryjJorpamMme: MEXKIyHapoJHOE€  HOPMaJIU30BAHHOE
orHoumienue (MHO) >1,5 w/unu akTUBHPOBAHHOE YaCTUYHOE TPOMOWHOBOE
Bpems (AUTB) >60 cexynn;,

[Tape3 KuIlIeYHUKA — AYCKYJIbTATUBHO HE BBICIYIIIMBAETCS IIIYM KUILIEYHUKA;
[ToBerienne o6miero ounupyouna 70 MKMOJIB/IT;

['unepnakranuaemust (>1MMob/1);

«MpaMOpPHOCTH)» KOKHBIX TOKPOBOB HM3-32 HAPYIIEHUS MUKPOIUPKYJIISLIHUH.
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Jluacnocmuueckue kpumepuu msaxiceno2o HeumponeHu4yecko20 cencucd.
[TonTBep KAEeHHBIM AWMArHo3 cemncuc + | WM HECKOJIbKO IPHU3HAKOB

YKa3aHHBIX HUXKE!

o I'unmorensus;

o l'unepnakranuaemus;

o CHmwkenue nuypesa <0,5 Mi/kr/4 B TeucHue OoJiee ueM 2 4acos;

« Octpoe noBpexaenue erkux ¢ PaO,/Fi0,<250;

» ['unepkpearnnunemus >176,8 MKMOJIB/I;

o bunmupyoun >34,2 MKkMOb/11;

o Koarymonatus (MHO 6onee 1,5).

Jluacnocmuueckue kpumepuu cenmu4ecko20 woka

TsKenpIil HEUTPONIEHUYECKUM CENICUC + MepcucTupyromas cHkenne AJl:
CAJl <80 mm pr.ct., CAJl menbiiie ucxoanoro Ha 40 MM pT.cT. u GoJiee.

[TaniueHTaM Kaxabld J€Hb MPOBOJAUTHCS J1A0OpATOpHBIA KOHTPOsb: CPB,
KpeaTWHWHA, TpaHcaMHuHa3, oOiero u mpsimoro oOunupyouna, AUTB, MHO,
bubprHOreHa, NPOKAIBIIUTOHNHA, JIAKTaTa U Ta30BOI0 COCTaBa KPOBU U T.II.

Jleuenue msascenozo cencuca, cenmuiecko2o uoKd.

C MoOMEHTa  YCTaHOBKM  JMAar{o3a  HAa3HAYalTCAd  CUCTEMHbIC

MPOTUBOMUKPOOHBIE MpeTapaThl IIUPOKOTO CIIEKTPa JIEHCTBHUSL.

* Crabunuzanusi ILEHTPAJIbHOTO BEHO3HOTO JaBJICHUs Ha ypoBHe 8§ — 12
MM.pT.CT.;

» Pannee Hauano npoBeeHUSI MHTCHCUBHOMW TEpaIivu;

* WH(py3noHHas Tepanusi HAUMHAETCS C KpUCTAILTONA0B 30 MII/KT;

o Jlnsa noanepxxanus remoauHamuku (AJl > 65 MM pT.CT.) - HOpagpeHAIUH
(HopanuHEpUH);

e I'KC Henb3st BBOOUTH C LIENBIO JICUEHHUS CEIICUCA B OTCYTCTBUE IIOKA,;

 [lomgnepxkanue nuypesa Ha ypoBHE > 0.5 n/Kkr/y;

 Tlomgnepxkanue ypoBus SO, He menee 70%;

 IleneBoe 3naueHue ypoBHs remoroomuna 70-90 r/xm;

* Tpancdys3un TpoMOOKOHIIEHTpaTa ¢ MPOQPHIAKTHIECKOMN TEIbI0 TIPU YPOBHE
tpomGonutoB <10-20x10 %n m npu yposre TpomOGomuros >20-30x10 %/n
PEKOMEHJOBaH €CJIM MAallMEHT UMEET 3HAUYUTEIbHBI PUCK KPOBOTEUYEHUS,
aKTUBHOE KPOBOTEUYECHHUE, MPEJCTOSAIINE ONEPATUBHBIC BMEIIATEIbCTBA HIIH
WHBA3UBHBIC MAHUITYJISIIUN.

B. 'pubkoBbIe nHPpexkunn

Ha ¢one riaybokoro mMmyHoneduiurta MOTyT pa3BUBAThCS TPUOKOBBIC
uHpeKmu:

* Kanaumosbl mosiocTd pTa W TJIOTKW, KaHAWAO3 MHINEBOAA, WHBAa3HUBHBIC
KaHAWAO03bl, XPOHUYECKUM JIUCCEMUHUPOBAHHBIA  (renaToMeHaTbHBIN)
kaHauao3, kauaunao3 I{HC—wmeHuHruT, KaHIWIO3HBIA 3HAO(PTAIBLMUT,
SHIOKAPIUT, IEPUKAPAUT, MHUOKAPJIUT, TPOMOOGhICOUT, MOUYEBBIBOSIIINX
nyTeu, mueToHepuT.

e Acnepruwuie3bl: HWHBA3WBHBIM  acleprujuie3 JIETKUX, AaCHepTrUIIE3HbBIN
PUHOCUHYCHUT, MHBa3uBHbIN acniepruuie3 [ITHC u T.1.
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JlnarHo3 ycTaHaBIMBAE€TCSd HAa OCHOBAHMM KIMHUYECKHX MPOSBICHUH, MMOCEBA
BO30YAMTEIS, TATAKTAMAHOHOBOTO TECTa, XapaKkTepHbIX mpu3HakoB Ha KT, MPT,
VY3 urt.o.

Jleuenue: mpemaparbl BbIOOpa MpPH JICUCHUH KaHOudemuu (MHBA3WBHOTO
KaHAua03a) — 9T0 KacrnoyHruH u mukadyHruH. Ilpemaparam BbIOOpa mpH
acnepeuniesax SIBISI0TCS BOPUKOHA30]1, KacrodyHTuH, amporepuiiut B.

r. BupycHbie uH(pexkuun

[TocTTpaHCIIaHTAIIMIOHHOM MIEpUO/JIe Ha ¢done rJIyOOKOro
UMMYHOQEIUITUTHOTO COCTOSTHUS MOTYT Pa3BUBAThCS:
 IlutomeranoBupycHas uadexmus (UMB). PeaktuBanus [IMB pa3BuBaercs Ha

dbone nMMmyHOAePUIUTA, TaK Kak 0koJ10 40-80% mroaeit naduupoBans [[IMB
emie ¢ aercrea. B kposu LIMB onpenensercs no merony IILP. [Topaxkarorcs
JIETKUE, JKEJIYJIOYHO-KMIIECYHBIA TpPaKT, TOJIOBHOM MO3r, Ija3a MU 4YacTo
ABJISETCSI TPUYMHOM  JIeTalbHOro ucxoja. Heobxoaumo MpoBOAUTH
MouuTopuHr [IMB undexmuto nBax st B Heaento 10 +100ro nus nocne TI'CK.
Jns nedeHus HA3HAYAKOTCA TAHIMKIOBUP W BHYTPUBEHHOE BBEJCHHUE
UMMYHOTJ100yuHOB. JleTtanpHOoCcTh OT [IMB mHEBMOHMH y pEHMIINEHTOB
cocrasisieT 50- 70%.

* Bupyc Omnmreitna-bappa. Yame pasBuBaercs npu ramioTKM u Ttepanun
AHTUTUMOIIMTAPHBIM UMMYHOTJI00yIMHOM. JleueHue: purykcumad, CHUKEHUE
WM OTMEHa HMMYHocyrnpeccuu. [IpoTuBoBUpycHasi Tepamnusi OOBIYHO HE
HA3HAYACTCH.

7.3 /luarHocTHKa M JieYeHHe peaKUuy TPAHCIUVIAHTAT NPOTHB XO3SIMHA
(PTIIX)
PTIIX B 3aBUCHMOCTH OT CpPOKA BO3HUKHOBAHHSI ICIUTHCS HA!
* Octpsiit - 1o 100 gueit nocine TKM,;
* Xponuueckuii — nozxe 100 nueil.
Kpurepun aumarnoctuku u kiaccupuxanuu PTIIX nmo HanwmonamsHOMY
uHcTUTyTy 310poBhs CIIA (NIH) 2014 r npencrasnens B Tabmuie 18 [4].

Tabnuna 18. Kaacempuxamma PTIIX (NIH Consensus Conference, 2014;
EBMT, 2012) [1]

Kareropus Bpems mnosBiaenus | IlpusHaku IIpusnaku

CHUMIITOMOB octpoii PTIIX | xpounueckoii PTIIX

Octpas PTIIX
Knaccuyeckas octpast <100 mHel + :
[Iepcuctupyromas, >100 nueit + -
PEKKypEHTHas W
O3 /IHsAsL OCTpast
Xponnueckas PTIIX

Knaccuueckas be3 orpannuenust no | - +
XPOHHUYECKAs BPEMEHU
Overlap cunapom be3 orpannuenuit no | + +

BPEMEHNU
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7.3.1 Octpas PTIIX

B maroreneze octpoit PTIIX nexut araka AoHOpcKuX T-muM@OLIUTOB
KJIETKH PELMIIMEHTa, TaK KaK paclo3HaloT UX Kak 4dykepoansie. Ha domne,
KOTOPOIr'0o, MPOMCXOAUT aKTHUBALMS HMMYHHOIO OTBETAa C BKIIOYECHHUEM
IIUTOKUHOB, IUTOTOKCcHYeckux T-nmumdbornuroB, NK-knerok. Yarme Bcero
MOPAXKAIOTCS KOXKA, IEUYCHD U KEITYJOUYHO-KUIIIEYHBIN TPaKT.

IIpu octpoirt PTIIX KkOXM NaMEHTHI KAIYIOTCS Ha KpPAacCHbIC 3YIAIIUE
BBICBIIIAHUS 10 BCEMY TENTY, OLLYIIECHUS «TOPEHUS JIAJIOHEN U IMOI0MB. J{narnos
IIOJITBEPIKIAETCS C IMTOMOIIbI0 ouoricuu [37].

Octpas PTIIX »xemyqouyHO-KHIIEYHOTO TpakTa MposBIseTcs AUQQy3HOU
JMapei, TOIHOTOMW, PBOTOM, OTCYTCTBHEM alllleTUTa, MOTepei Beca, O0IIMHU B
KUBOTE. B TsKENBIX CiydasX B CTyJ€ MOSBISIETCA KpPOBb, CBA3aHHAsA C
M3bSA3BICHUEM CIIM3UCTON KUIIKU. BUOIICHS CIIM3UCTON KMIIIEYHUKA OTPAaHUYECHA
TEXHUYECKUH, HECMOTPS YTO, 3TO €IMHCTBEHHBIA METOJI TUATHOCTUKHU JAHHOTO
OCJIOKHCHHUSI.

[Tpuznaku PTIIX medenu: xeiryxa, renaroMeranus, MOTEMHEHUE MOYH,
MIOCBETJICHHE CTYJIa, TUIICPOUITMPYOHMHEMUS 3a CUeT NpsIMOil (DpaKInid, IUTOJIN3,
MOBBIICHUE TaMMAar Ty TaMIJITPAHCTIICTITHIA3bI.

B tabnuue 19 npencraricHbl 4 CTENEHU MOPaKEHHUSI OPTaHOB MPU OCTPOM
PTIIX.

Tabnuna 19. Crenenn nopa:kenusi opranoa npu ocrpoii PTIIX (Glucksberg
etal., 1974; Przepiorka et al., 1994) [27,61]

Crenenb Koxa Ileuens Kumeunnk
/ stage MaKyJIomnanyJe3Has bunupy6un Huapes
ChIllb MMOJIb/JI (MJI B CYTKH)
+ <25% 34-50 500-1000 uau ToIIHOTA,
pBOTa, OUOTICHS
++ 25-50% 51-102 1000-1500
+++ I'enepann3oBanHas 103-255 >1500
SpUTpOAEPMA
++++ Bynnesnsbrit >255 CunbHas 601b
SIHUIEPMOIIN3
Jleuenue ocmpou PTIIX.

Jleuenue 1 cmenenu ocmpoui PTIIX.

[TaurenTam ¢ 1 crenenu octpoit PTIIX koxu Ha3HayaeTcst MECTHAS Tepanus
(tabmuna 20): Tonudeckrue CTepOrIbl ¥ TAKPOJIMMYyCa B BUIC Ma3H.
JHeuenue 11-1V cmaouu ocmpoii PTIIX.

1) TlepBas TUHHS TEpATTUH.

[Tpu paszsutum 2 u Gonee craguu octpoir PTIIX tpebyercs cucremHas
tepanus. [lepas nunus tepanuu: ['KC — meTunnpeaHu3010H 1-2 Mr/Kr/cyT uinu
NpeaHU30JI0H 1-2-2,5 Mr/kr/cyT (pucyHok 12).
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Tabmuna 20. Cxembl Jedenns koxHoii PTIIX [4]

Crenenb IIpenapatsl

BBIP@KEHOCTH U | ['UIPOKOPTHU30H ®dnymerazoHa | beramerazon Knoberazona

JIOKAJIU3alHs nuBaaT MPOMHOHAT

Crenenb MunuManbHas Ymepeno Bripaxxennas | CuiibHO

BBIPAXKCHHOCTH BBIpKCHHAS

Jloxann3anus

JInro 2 pa3a B JeHb | 2 pa3aBJeHb 6- | 2 pa3a B jaeHb | Cinenyer

JIINTEIIFHO 12 mecsneB 4-12 nenenb n3oerarh

Temo 2 pasza B J€Hb, | 2 pa3a B JICHb
JnirensHo 4-12 Henenb

JlanoHu U cTONEI 2 pasza B J€Hb, | 2 pa3a B JICHb.
JnmurensHO JnurensHO

IIpumeuanwue.
CTEPOUJIAM.

TaKPOHI/IMyc MCCTHO HCIIOJIB3YCTCd KaK HJOIIOJHCHUE K TOIMMYCCKUM

Pucynok 12. Aaroputm snedenus ocrpoid PTIIX grade 11 — 1V [4]

I nuuma 5.7
CVT VT
Hazpagenne pH HeoOX0JHMOCTH KOPPEKLIHA -
goaer CNI+ ¢TonmHaecknes cTepoHIEl
IIpo Tlepc
Gradell: Metmmmpegumzomon 1 mr/kr/cyT B 2 rpec HCTH
BEEIEHHA BB HIH BHVTIPE cHp poBa
d oBEa HHEe
GradellI-I'V: Metnnmnpeaauzonon 2 Mr/sr/cyvT B HHE grad
2 BEeEHH4A B/B HIIH EHVIDE e
Ioauent/ 9ac THIHLIR OTEET B i >TII i

TedeHHeE 3-/ CVIOK

!

=14
CYT

Ilepc
HCTH
poEa
HHe
grad
e

a

Otmena [ KC nopu momaomM
OTBETE HA 3-3 CVTKH;

II amaas

MOCTENEHHOE CHECHEHHE JO3EI
[P 9ACTHIHOM OTEETE C /| CYVTOK
B TEYEHHE eIe | CVTOK ;

+

CNI

==

+

Kumxa'mesens: ) Komxa/mmmma:
MSC Kowxa: ECP “TOMHIECKHEY
CTEPOHIEL

+

Mitx 5-10 mr e/e 1. 3.
7.11. 15,19 gum

IMporpeccuporadme Nocte 3X CYTOK H
TO3Ee OT HATATA JIeIeHHA,
nepcucTEpoeanne grade =111 nocmoe 14
CYTOK

}

* Awtn @PHO aptaTena’onoxkarop PHOw peuentopos
HITH apraTenak [L-2R
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[NanmenTam, momyyaromum ¢ 1enbio npeaynpexaenus PTIIX uaruburopa
KaJIbLIUHEBPHUHA TPEOYETCs] KOPPEKIUS O3Bl IIUKIOCHOpUHA A WIH TaKpOIUMYyca
(Tx). ITpu monoxutensHoM 3¢ dekte o ['KC Tepanuu yepe3 14 nHs npenapat
MIOCTETIICHHO CHWXas 7103y oTMeHsieTces [1].

7.3.2 Xpounueckasi PTIIX

PazButus ocnoxuenuit nocie +100-ro IHS B MOCTTPAHCIIAHTAIMOHHOM
nepuojie HazbiBaeTcs — xponnueckas PTIIX.

[TopaxeHne KOXM ¥ NPUAATKOB KOXKH: CyXOCTb M 3y KOXKHBIX IIOKPOBOB,
3aTemM MIPUCOETUHSAIOTCS aTpouueckue VU3MEHEHUS, YYAaCTKH
runeprnurMeHTanun  (pucyHok 13). M3meHstorcss HOTTH  (TIOSIBIIIIOTCST  MIX
IIPOJIOJIbHASI MCUEPUYEHHOCTh, MOBBIIICHHAs JIOMKOCTh) M BOJOCHI (KYJIpSBHIE,
penkue, Tyckibie). [Ipu mopakeHnn CyXO>KWIIUi, MBITIIEUYHBIX (aCIUil CyCTaBBI
ne(OpMUPYIOTCS, HAPYIIAIOTCS UX (PYHKIIHM.

[lopaxenue CcAM3UCTON MOJOCTU pTa: KajloObl Ha CYXOCTb BO PTY
(KCepocToMusl), CHUYKEHUE OCSA3aHUS BKYyCa, 4YaCThle CTOMATUTBHI, TapaloHTO3bI.
[Topaxenue rna3: OPOSBIAIOTCA CYXOCTbIO, OLIYIIEHHUEM YYBCTBO «IIECKA,
OO0JIE3HEHHOCTBIO, CBETOOOA3HBIO. BcTpeuaroTcss HpPUTHL, HUPUAOLUKIUTHI,
XOPUOUPHJIUATHI.

JKeny104HO-KMILIEUHBI TPAKT: 4alle MOpa)kaeTCsl MUILEBOJ BCIEACTBUE
OTCIIAauBaHUS CIIM3UCTOMN U MPOSBIIACTCS 3arPYANHHBIMU OOJISIMH, 3aTPyTHEHUEM
IpU TJI0TaHUHU, CTPUKTYpoil. /lnarno3 ycranaenuBaercs ¢ nomompo OI'JIC c
OuoIcHel CIU3UCTON MUIIEBOJA, TI€ OOHAPYKUBAIOT OTEK, dPUTEMA, SPO3UH,
anoONTOTUYECKUE N3MEHEHUS SITUTETUOLIUTOB.

PTIIX mnedenu: mposiBISeTCA TUNEPOMIMpPYyOMHEMHUEH 3a CYEeT MPSMOM
bpakuu, moBbIIIeHWEeM — ImIenouHo  Qocdarazpr, murommzoM.  [lpwm
TUCTOJIOTMYECKOM HCCIIEOBAaHUN IEUEHOYHOro Ouonrata OOHapyKHUBaeTCs
JIOKaJIbHOE MOPaXKEHUE MOPTAIbHBIX TPAKTOB, OOIUTEpALIMS KETYHBIX MTPOTOKOB.
Takue n3menenus xapakrepHsl U 1t octpo PTIIX neuenu.

Pucynox 13. PTIIX kou ¥ NpUAATKOB KOXKH
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PTIIX nerkux mposBISIETCS B BHIE CHHIPOMA OOJUTEPUPYIOIIETO
Oponxuonuta. KinMHHueckue CUNTOMBI - OJBIIIKA, Kalledb, Xpumnbl. Ha
PEHTTEHOJIOTUYECKOM  HMCCJIEAOBAaHUWA  IOXOKE€ HAa  HMHTEPCTULHAIBHYIO
MHEBMOHUIO. Tak ke, B TUarHOCTUKE UCTIONb3YyeTCs OMOTICHS JIETKHX.

CreneHb TSHKECTH XPOHUYECKOTO TIOPAYKEHNSI BHYTPEHHUX OPraHOB BCIIEICTBHE
PTIIX npencrapinex B Tabmrie 21.

Tabmuna 21. Crenmenb TskecTH xponumdeckoir PTIIX (NIH Consensus
Conference, 2014) [4]

CreneHb KomngectBo bamer BoBneuenue Jjierkux,
TSDKECTH BOBJICUCHHBIX OPTaHOB OaJIbl
Jlerkas 1 vm 2 He 6oinee 1 0
YMmepenHnas 3 wim Gosee He menee 1 0
ITo kpaitneii mepe 1 2 0
0 0 1
Tsoxenas ITo kpaiineit mepe | 3 2w 3

Jleuenue xponuuecrkou PTIIX.

B neuennn xponmueckoi PTIIX y4acTBYIOT HE TOJBKO I'€MaToJOTd, HO U
JIpYTy€ CIEHHAINCTHl B 3aBUCUMOCTH OT BOBJICUEHHS PA3JIUYHBIX OPraHOB U
CUCTEM: J€pMaToJIOrH, OKYJIUCTBHI, TUHEKOJIOTH, PEBMAaTOJIOTH,
racTPOdHTEPOJIOTH, MyJIbMOHOJIOTH U Ap. Vcnonb3ytores B 1e00Te mpenaparbl
NepBOi TUHUY, NPU HEIPPEKTUBHOCTU UX HA3HAUAIOTCS JICUCHHUE MpenapaTaMu
BTOPOU JINHUMU.

1) Jledenue npenaparamu | TuHUM Tepanuu

[Ipn PTIIX koxu nepBou craguu ucnonb3yrorcs mMasu ¢ ['KC m apyrue
MMMYHOCYIIPECCUBHBIE Tpenapatbl MecTHOo. Ilpu 2 u Oonee cragusx
KOMOMHUPYIOTCSI C CACTEMHOM Tepamnuen.

VY 6onpHbIX ¢ xpoHudeckor PTIIX jierkux MCrnoab3yrOTCs HHTAISITHOHHBIC
I'KC (6exnomeTasoH, piryTuka3zoH), u B2-aIpeHOMUMETHKH.

PTIIX cnu3ucToit 000JOYKH POTOBOM IMMOJOCTH JICUUTHCA MpernapaTamu
MecTHO (Tabmuia 22).

Hasnauaercs mnpegnusonon 1 MI/Kr/cyT BMecTe€ € HWHTHOUTOPOM
KaJIbIIUHEBPHUHA.

2) Jleuenue npenaparamu Il muHUM Tepanuu

Il nuaus Tepanum xponmyeckon PTIIX ucnone3yercs npu OTCYyTCTBUU
oTBeTa Ha | nmuHuMIO Tepanuu:

 Ilporpeccus Ha poHe Tepanuu nIpeaHN30I0HOM 1 Mr/Kr Oosee 14 nHel;

o Crabunuzamus Ha ¢oHe Tepanuu npeanuzoonoM 0,5 mr/kr 6onee 1 — 1,5

MecsI1a;
o [lpu nomeITKE CHU3UTH 103y NpeaHU30J0Ha HUXKE 0,5 MI/KI/CyT mporpeccust
CUMIITOMOB.
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Tabmuma 22. JlokanabHas Tepanusi PTIIX causucroii poroBoii noJsioctu [4]

dapmakoJiornyeckas | @opma | Ha3zBanue npenaparos u HNucTpykuus
rpymnmna A03blI
Koprukocreponabl PactBop | lexkcamerason 0,1 wr/mu | HaHocuts pactBOp Ha
byneconun 0,3-0,6 wmr/mu | cnmusuctyro pra Ha 4-6
(10 mm) MUHYT 4-6 pa3 B JCHb.
[Ipeaauzonon 3 mr/mu (5 | Knmare 10-15 munyt no
M) npreMa MUK, BOBI.
Tpuamcunonon 1% (5 m)
I'ens, ¢iyounHonona aneronuna | Hanocuts Ha  ovarm
Kpem, 0,025 % nopaxkenust 2-4 pasza B
Ma3b Onyormnonua 0,05% JICHb
Kno6erazon 0,05% (IpOIOIKUTENBHOCTh
Tpuammmuosnos 0,1-0,5% Kypca 14 nneii)
CNI - wunruburops! | PactBop | Takponumyc 0,1 mr/mn (5 | Hanocuts pactBop Ha
KaJIbIIMHEBPHHA MUT) CIIM3HUCTYI0 pTa Ha 4-6
Huknocniopun MUHYT 4-6 pa3 B JI€Hb.
Knare 10-15 munyTt 10
npreMa MU, BOJbL.
Masb Takpomumyc 0,1% Hanocute Ha ouaru
nopaxeHusi 2-4 pasa B
JI€Hb
(IPOIOIKUTENBHOCTh
Kypca 14 nneii)
AHTUMETa00IUTHI PactBop | Asatuonpus 5 mr/cm® -
I'enp Azarmonpus 5 mr/cm® -
AHTHAHTHOTeHHBIC PactBop | Tanmmpomupg -
Ipenaparsl I'enp Tamupomug -

Jdusa 1 nuaAn

TEpanmud B OCHOBHOM HCHOJNB3YIOTCS 3 (PEKTHUBHEBIE,

6e3omacHbIe Tpemapatsl (Tabmmma 23). DPdeKT oT Tepanuu OICHUBASTCS Yepes
8-12 mepens. [Ipu mporpeccupoBaHuM CHUMITOMOB uepe3 | mecsil oT Hadana
JICYCHUS] W/WIM TIPU OTCYTCTBUHM 3(dexra OT mepBOro 3Tama, Ha3HAYAIOTCS
npenaparel Il nuHUM, KOTOpbIE HUMEIOT OOJBUIOE KOJIMYECTBO MOOOYHBIX

s dekToB.

Tabmuna 23. Jleuenne xpoundeckoiit PTIIX [1]

Tepanus PexoMeHayemble 1035l OcobeHnHocTH
DKceTpakoprnopaibHbi | 1 ceaHc B 1Be Heenu. Haubonee 3¢ hekTuBHO MpH KOXKHOM
dhoTtodepes [TpomomKUTENBHOCTD 10 PTIIX.

3X MecsIeB Opdexturnee ¢ ['KC.
MMF/ modetuna 1 r nBa pasa B nenb BHyTph | DddextuBHee ¢ ['KC. N3-3a
HaTpHUeBast COJb WA BHYTPUBEHHO HTEPOTOKCUYHOCTH MOXeT
(MPS)/ cumyimpoath PTIIX kurrevnuka.
MHUKO(EHOI0Bas
kucinora (MPA)
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Tepanus Pexomenayembie 10361 OcobenHocTH

Putrykcumab 375 mr/m? 1 pa3 B Heemo | DddextuBree mpu PTITX  koxw,
B T€UCHHE 4X HE/IETb MBIIIII, CYCTaBOB.

Cuponumyc 1-4 mr/cyT BHYTpB Heob6xoamumo MOHUTOPHHT
(ueneBoil KOHLIEHTpALMU B | KOHLIEHTPAILUH. Be13biBaceT
kpoBu 4-12 Hr/mi) MHEJIOCYITPECCHIO, HapyIeHus

(YHKIIMU IOYEK U CYAOPOT.

ITenrocraTuu 4 mr/m? kaskibie 2 Hel B/B I{uronenus, nadexuu

Tamumomun 100-800 Mr/cyT BHYTph Ho3er  Oomee 200 wMr  1oxo
(cyrouHas j03a MOXKET nepeHocsTcs. [Tobounbie 3¢ hHeKTsr:
OBITH pa3zenieHa Ha HEHPOTOKCUYHOCTH, 3arop,
HECKOJIbKO MPUEMOB) TpOoMOO3Bl B  CBS3M C  4YeM

AHTHKOATYJISTHTBI WA
aHTHArperaHThl), COHJIUBOCTb,
HapYIICHHs PUTMa CepALa

Nmatuan6 100-200 mr B cyTKH pedpakrepHas CKJIEpOTHYECKAs
xponnueckas PTIIX, PTIIX nerkux.
[ToGounbie 3 dexThl — 3aaepiKka
KUIKOCTH, OJIBIIIIKA,
MUEJIOCYTIPECCHSI.

Me3zeHxumalbHble 1-2 x 10° knetox/kr 2 pasa | debGpunpHbie TpaHCc(y3HOHHBIE

CTBOJIOBBIE KJIETKH B HEZIEII0 B TeueHue 4x peaxkuuu
HEJIeNb

Antn-OHO anturena | Madmukcumad: B/B 10 Bbicoknii  puck  peakTHBalMH

u 6mokxatop ®HO« Mmr/kr/Hen Ned BUPYCHBIX WH(pEKINH

penenTopoB DTaHEPLEIT: MOAKOKHO
0,4 mr/kr 2 pasza B HEJIEIIO
B TeUeHHE 2 MECAIIHB; B/B B
1,4, 8, 15, 22 nau xypca

Ananuz pabomol omoenenuu ounkocemamonocuu u TKM Hayuonanvroeo
HAY4YHO20 OHKOJO2UYEeCKO20 YeHmpa Nno OUACHOCMUKE U JleYeHUsl OOJbHbIX C
oCmMpbIMU  JIeUKO3AMU  8e0emcsl  pecylsipHO U AKMUBHO — NYOJIUKYEmCA.
Pesynomamot 6edenusi 6orvnvix ¢ OMJI enyouno ¢ 10 rem ¢ 20102. no 2020e.
onybnukosan ¢ cmamoe «First report from a single center retrospective study in
Kazakhstan on acute myeloid leukemia treatment outcomesy, 2021 200 [35]. Tax
ace, npu OJI na ¢one npocpammHoU XumMuomepanuu u MpaHCNAAHMAYUU
KOCMHO20 MO032a NOPANCAIOMCSl 6HYMPEHHUE Op2aHbl, 8 MOM YUCLe NOYKU.
Ananuz nopasicenuti novex y 6oavuvix ¢ OJIJI nocne mpauncnianmayuu I'CK
npeocmaenen 8 pabomax «Evaluation of Kidneys’ Functional State in Acute
Lymphoblastic Leukemia Patients Following Hematopoietic Stem Cell
Transplantation», 2022 200, Makxeodonus [24] u Association of 52 microglobulin
level and glomerular filtration rate in patients with acute leukemia after
hematopoietic stem cell transplantation, 2023 200, Umanus [71].

7.4 IIporuo3
B cpennem 5-netHsist 00111ast BBKUBAEMOCTh OOJIBHBIX B Bo3pacTte 10 60 jer
cocraBisier 35-50% u 3TO HECMOTpsi Ha YIy4YIIEHHE AUArHOCTUYECKUX U
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Je4eOHBIX BO3MOKHOCTEH B OHKOTEMATOJIOTHH B MOCJEIHNE To/bl. B mpornose
OCOOCHHYIO pOJIb WIPaeT MOJIEKYJISIPHO-TEHETUYECKUE BapUaHThl OCTPBIX
neiiko30B. B neuenun 601pHBIX 60 JIET U cTapiie, 10JIroOCPOYHbIE PE3YIbTAThl HE
U3MCHWIINCh W S-JICTHSAS BBDKMBAeMOCTh He mpeBbiimaer 10-12% [6]. V
nanueHToB ¢ OMJI co BpeMeHEM pa3BUBAETCS PEUUIUB U COOTBETCBEHHO
TeyeHue 3abosieBaHUE MpPUOOpeTaeT HEOJAronpHUsTHBIM XapakTep. Y Takux
HAIMEHTOB S5-JICTHSS BBKUBAEMOCTh COCTABIISIET 0K0JI0 29,5% [24].

B EBpomne 5-neTHss o0mas BBDKMBAEMOCTh yirydmmiach ¢ 29,8% B 1997—
1999 romax po 41,1% B 2006-2008 romax (pemuccus 50%). OOmas
BBDXKMBaeMOCTh ObL1a MeHbIIe 30% B Bo3pacTHOM rpynie 55—64 jiet (OTHOIICHHE
puckos 2,05) u menbiie 20 % B BO3pacTHOU rpynie, crapue 65 geT (OTHOIIECHHS
puckoB 2,71 u 3,75) [55,56].

VY 6onbabIx ¢ OJUJI mpe-B BapuaHTOM MPOTrHO3 CUUTAETCS CAMBIM JTYUYIIUM
u coctanisieT 80—90 %. [Tpu T-knerounoit OJUJI crolikas pemuccust HaOIrOAaETCS
y 50 % nanuentoB. Y 6oxpHbIX OJIJI ¢ hunagenbpuiickoir XpoMOCOMBI TPOTHO3
HEeOJIaronpUsITHBIN.

JleyeHre MOJIPOCTKOB M MOJIOACKH MO JETCKUM MPOTOKOJIaM IMPHUBEIO K
OoJiee BBICOKOW BbDKUBaeMOCTH [69].

3AK/TIOYEHHUE

Octpselii  MuenoOnactHelii  Jiekiko3. Hapsay ¢ mopdonorndeckumu,
HUTOXUMHYECKUMU M HMMMYHOJIOTUYECKUMHU HCCIEIOBAHUAMH B JUArHOCTUKE
OCTPBIX JIEMKO30B OOJIBLIYIO0 aKTyaJlbHOCTh MPUOOPETAIOT METOAbl BBISIBJICHUS
IFeHEeTUYECKUX HapyleHuil B KieTkax KpoBu. COBpEMEHHOE pa3BHUTHE
MOJIEKYJISIPHO-TEHETUUECKUX TEXHOJOTMM MO3BOJISIET NPEUIOKUTH  Oojee
LIMPOKOE UCIOJIb30BAaHUE B KIIMHUYECKOU MMPAKTUKE JTIONOJHUTEIbHBIX MaPKEPOB
MIPOTHO3a TEUCHHS 3a00JIEBaHUSI 1 MOHUTOPUHTA 3((HEKTUBHOCTH TEPAIIUU.

B mocobum nmpeacraBieHbl XPOMOCOMHBIE —aHOMAJUHM, KOTOpPbIE
BBISIBJISIFOTCS] IPUMEPHO Y MOJI0BUHBI TanineHToB ¢ OMUJL. Cemb TpaHCIOKalUuil 1
uHBepcuil (1 ux BapuanThl) oTHOcATCcs BO3 B kareroputo «OMIJI ¢ ycToitunBo
BBISIBISIEMBIMU XPOMOCOMHBIMU aHOManusiMu». IlosTomy, 0e3 MOJeKyspHO-
IFeHEeTUYECKUX HCCIEAOBAHMM, BBINIOJHEHHBIX B Je0roTe 3a0oJieBaHMs,
coBpeMeHHoe seueHne OMJI HeBo3MOxkHO. PekoMeHmyeTcs BceM MalueHTam
Py NEPBUYHOM nUarHoctuke M peuuanBe OMIJI, BBINOIHUTE MOJEKYJISPHO-
reHetndeckue ucciegoBanuss myrtauuii B reHe RUNXI-RUNXITI meromom
[T1IP, myTtauuit B rene CBFB-MYHI11 merogom IILP u myramuii B rene FLT3-
TKI MeTonoM cekBeHMpOBaHUS B aCIMPATE KOCTHOTO MO3Ta Uil CTpaTU(UKALINK
NALMEHTOB I10 IPyINIIaM PUCKA U ONPEEICHUS TAKTUKY JICUECHMS], @ TAKXKE B LEISIX
BBISIBJICHUSI MapKepa JJi1 MOHUTOPUHIa TUHAMHUKHU OITyXOJI€BOTO KJIOHA Ha (hoHE
Tepanuu. ITOT IUTOI€HETUYECKUI METOJ JAMArHOCTUKH MOAPOOHO OCBEIIEH B
naHHOM Tocobuit. Hekoropeie xpomocomubie MyTtanuu (Hampumep, FLT 3)
yXyAamarT nporao3 OMJL, Tak e NporHo3 yxyamaroT Bo3pacT crapiie 60 Jer,
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HAJIMYUE COMYTCTBYIOUINX 3a00JIeBaHUN (Yale Y MOKUIIBIX OOJBbHBIX), OOIBIION
00BEM ONyXOJICBOM MAacChl, YYBCTBUTEIBHOCTh OJIACTHBIX KJIETOK K
MIPOTUBOOMYXOJEBBIM TIpenapaTaM, CKOPOCTb JJIMMUHALAHA JIEHKEMUYECKUX
kietok 1 MOB.

B ydeOHOM mocoOuu mnpenocTaBieHbl KIIOYEBbIE MOMEHTHI B JICUCHUU
OMUJI 1 npOTOKOJIBI TPOTPAMMHON XMMUOTEPAIIUU: OCHOBOU JJIsSI BCEX PEKHUMOB
WHIYKIIMOHHOW XMMHOTEPAIIUH SIBJISIETCS CXeMa TePaNnu «7+3» ¢ IpUMEHEHUEM
JayHOpYOMIIMHA WM WIApyOHWIIMHA; HOBBIE Mpenaparhl JOMOJHSAIOT CXEMY
Tepanuu «7+3», a He 3aMEHSIOT €€; y MAIlMEHTOB IOXWJIOr0 BO3pacTa W y
NAlMEHTOB MOJIOJOTO BO3pacTa € HAJUYUEM TSKEIOW COMYTCTBYIOIIEH
IIaTOJIOTUH, KOTOPBIM HEBO3MOXKHO npoBeneHue XT mo cxeme «7+3», BO3MOKHO
UCIOJIb30BaHUE MOAU(DUIIMPOBAHHBIX PEKUMOB CHIDKEHHON HHTEHCUBHOCTH MTPH
TOM C MAaKCHUMAaJIbHO BO3MOKHBIM COXpaHEHUEM 3(PPEKTUBHOCTHU; Y OTAEIbHBIX
MAIMEHTOB C OMNPECICHHBIMU MYTAlUSIMH, JJIS TOBBIIIEHUS 3(PHEKTUBHOCTH
XUMHUOTEpAIUU NPUMEHSETCS TEPANus TApreTHBIMU npenaparamu. HecMoTps Ha
CTPEMUTEILHOE PA3BUTHE XUMHOTEPANMM H  MOJEKYJSPHBIX  METOJIOB
JUArHOCTHKU OCTpbIE JEMKO3bl MPOJOJIKAIOT OCTaBaThCcs OAHOW W3 Hauboliee
aKTyaJIbHBIX TPOOJIEM B IJIAHE JICUCHHUSI.

Tax >xe, B mocodbun ocpeleHbl npodiaeMHble Bompockl jJeuenuu OJI B
Kazaxcrane, o cymecTByomeM Gpakrope HEOIaronpusiTHOrO MporHos3a, B BUJE
HEaJeKBaTHOTO LHUATOCTATHYECKOTO BO3JICHCTBHUS B epUoJI
WHIYKIUW/KOHCOJIUIALMH B BUJI€ YMEHBIIEHUU PACUETHBIX /103 LIMTOCTATUKOB U
HE COONIOAEHUME BpPEMEHHBIX CPOKOB  KypCOB, WJIM  HeaJeKBaTHad
npeieueHHocTh. [loaTomy, HeEcMOTpst Ha TO uTo, OMJI oTHOCAT K OpdhaHHBIM
3a00JIeBaHUSIM, COLIMANIbHASA 3HAYMMOCTh JMATHOCTUKU U JICYEHUS ONPEIEIsieT
HEOOXOJAMMOCTh OpraHU3allMM aJE€KBAaTHOW CHEUHUATU3UPOBAHHON MOMOIIH,
OOy4eHHOCTb NPAKTHUUECKUX Bpadeil, NpPEeeMCTBEHHOCTbh CTAIl[MOHAPHOW H
aMOyJIaTOPHOM TTOMOIITH.

[Ipu onmcanuu OCTpbIX AUMPOOIACTHBIX JIEHKO30B OCBELIEHBI BONPOCHI
Ph+ dopmsr OJIJI, kotopas onpenensercs y 20-30 % B3poCibIX MAIUCHTOB. Y
nere coctaBisier MeHee 5 %. 5-nmeTHss oOuijask BBDKMBAEMOCTb COCTABIISIET
npuMepHo 35-50%. PenuauBbl SBISIOTCS OOBIYHBIM SIBICHHEM U YacTo
oOycoBiieHbl pa3ButueM myTtaruii T3151, koTopble MOTYT PUCYTCTBOBATH B 10
75% ciy4yaeB B MOMEHT peruanBa [55].

bonpmmHcTBO cimydaeB OJIJI UMEIOT MOBTOPSAIOIINECS [IUTOTEHETUYECKHE
U MOJIEKYJISIpHbIE aHOMAJIWH, KOTOPbIe BIUSAIOT Ha (DEHOTHUI, €CTECTBEHHOE
TeYeHue U MporHo3 3aboneBanus. B-knerounsrit OJIJI u T-knerounsiit OJIJI
HMMEIOT pa3HbIe IIMTOTEHETUYECKHE U MOJIEKYJIsIipHbIe oco0eHHocTH [6]. C yueTom
MOSIBJICHUS HOBBIX  YTOUHSIOIIMX LUTOTC€HETHYECKUX U  MOJIEKYJISPHO-
reHeTrndeckux ocobennocredt B 2022 romy nepecmorpen knaccudurarmn OJII
o BO3 [6,56] u moapoOHO npenocTaBiicH B JAHHOM y4eOHOM MOCOOHiA.

CraHIapTHOE IMTOIN€HETHYECKOE UCCIIEIOBAHUE SIBIISIETCS] €AMHCTBEHHBIM
METOJIOM, MO3BOJIAIOIIMM aHAIU3UPOBATh BECh XPOMOCOMHBIM HAaOOp KIIETKU
nenukoM. OnHaKo, €ro BBHINOJHEHHE TpeOyeT MOCTAaTOYHO JJIUTEbHOTO
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BPEMEHU; KPOME TOTO, B PSAJIE CITyd4aeB KOHCTATUPYETCS OTCYTCTBUE MEISAIITUXCS
KJIETOK (MHUTO30B). B 3THX ciiydasix 1enecooOpa3HO BBINOIHATh UCCIEAOBAHHE
meronoM FISH na xmroueBbie mepectpoiiku t(9;22) (q34;q11) — BCR-ABL u
t(4;11) — MLL-AF4 npu B-OJ1JI [65,70].

[Ipu Bcex Bapuantax OJIJI BhICOKa BEpOSTHOCTH BOBIIEUEHUSI 000JIOYEK
rOJIOBHOTO MO3ra. PekoMmeHiayeTcss BceM TNalMeHTaM I[pU JUArHOCTHKE
HEHpOoJeHKEeMUH YBEJIMUYUTh YAaCTOTY CIIMHHOMO3TOBBIX IMYHKIIMI U BBITIOJHATH
uX B cpemHeM | pa3 B 3 mHS 70 TOJYYCHHS TPEX JIOMOATBHBIX IMyHKIHH 0e3
OJIaCTHBIX KJIETOK B JIMKBOPE, 3aT€M YaCTOTy IyHKIIMH MOXKHO CHU3HUTH 10 |
MYHKIIAW B HEJIEITIO0 BO BpeMs MHAYKITNH (BO BpeMsI TATHHEHIIINX 3TAIIOB TEPATAH
JTFOMOAITbHBIC ITyHKIIUU BBIITOJHSIOTCS B COOTBETCTBHH C TIPOTOKOJI0M) [42,45].

B neuenun OJIJI cyiiecTByeT HECKOJBKO OCHOBHBIX 3TalOB Tepanuu —
WHIYKITUS PEMUCCHH, KOHCOTUAAMS PEMHUCCUH, TIOICPKUBAIOIIAsT TepaIis |
npoduiiakTika (ieueHue) Herponeiikemun. B HacTosiiee BpeMsa 0a3ucoM Bceit
nporpammuoit Tepanuu OJIUT sBisiercs nuddepeHiupoBanHoe Bo3aeicTBue: 1)
Ui UMMyHoJiorndecku 3pensix B-OJIJI mokazana s>¢g¢heKTMBHOCTH MOITHOTO
UMITYJIbCHOTO ~ KOPOTKOTO  BO3JeHCTBUA B coderanun ¢ aHTu-CD20-
MOHOKJIOHaNbHbIMU  aHTUTEeNaMu (90 %  S-nmetHsst  Oe3penuauBHas
BbDKHBaeMocTh) [55]; 2) mas Ph-mosutuBhbeix OJIJI kimtoueBbIM (hakTOpoM
3P (HEKTUBHOCTH SBJISICTCS UCIOIB30BaHUE HHIMOUTOPOB abl-Tupo3uHkuHa3kI (80
% 3-nmeTHsA BBDKMBAEMOCTD) [57]; 3) a1 manueHToB, Y KOTOPBIX OMPeAeIsaeTCs
MEPCUCTCHITUS MUHUMAJIBLHOW OCTATOYHOM TOIYJISIITUM OITYXOJIEBBIX KIIETOK, —
aio-TI'CK [15].

JIJ1st KOHTPOJIS AMHAMUKH 3a00JICBaHMS Ha TEpanuvy CTaHIapTH30BAHHBIC
BpeMeHHble Touku B3sATUss KM HeoOxogumel mpu monutopuHre MOB.
MounuTtopunr MOB siBisieTCSl KIIFOUEBBIM UCCIIEIOBAHUEM BO BCEX COBPEMEHHBIX
npotokosiax  Jsiedenus  OJIJI  [46,69]. O6uapyxkenne MOB  mocne
[IUTOCTATHYECKOTO BO3JICUCTBHS SIBIIETCS CaMBbIM MOIIHBIM MPOTHOCTUYECKUM
daktopom y mamuentoB ¢ OJIJI, cBUAETENHCTBYIONIUM O HEOOXOAMMOCTU
W3MEHEHHSI TEePareBTUYECKON TAaKTUKU W MPUMEHEHHS B MpOrpamMme JICUCHUS
amno-TI'CK.

Hcnonp3oBaHre TpaHCIIAHTAIIUU TEMOTOITUYECKUX CTBOJIOBBIX KIIETOK
Ha CErOJIHAIHUMN JEHb SBISETCS OJHUM U3 OCHOBHBIX METOJIOB JICUCHUS OCTPHIX
JEKO030B, OCOOEHHO PpPELMIUBUPYIOLIUX/PE3UCTEHTHRIX (opMm. B Mupe
MIPOBOJISATCS MHOXKECTBO HAYYHBIX HCCICAOBAHWHN 110 aHAIM3y pPE3yJIbTaTOB
TPaHCIUTAHTAIIMHA TE€MOIIOATHYECKUX CTBOJIOBBIX KJIIETOK B 3aBUCMOCTH OT BHIA
HUCTOYHHUKA CTBOJIOBBIX KJIETOK, OT PEKHMMa KOHIUITMOHHPOBAHUS, OT METOOB
npodunaktuku PTIIX.

B cBsi3m ¢ yeM, 3HaHHS O COBPEMEHHBIX METOJaX KICTOYHOW TEparuu, O
BO3MOYKHOCTSIX TPAHCIUIAHTAIIMM KOCTHOTO MO3Ta Y OHKOTE€MAaTOJOTHYECKUX
OOJBHBIX BKHBI U JIJIS1 PE3UCHTOB, U JJISl PAKTUKYIOMIUX BpaydeH.

B ydeOHOM mnocoOue maHbl HOBEHWIME METOMIbl JUATHOCTHUKH U
COBPEMEHHBIEC TPOTOKOJBI JICUEHUH OCTPHIX JIEUKO30B, PEKOMEHAIUU IO
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BBIIIOJIHEHUIO TPAHCIUIAHTAIlMM TE€MOMNOATUYECKUX CTBOJIOBBIX KIIETOK Y
B3POCIBIX OOJIBHBIX C OCTPBIMH JIEUKO3aMH.

CBoeBpeMeHHasi W IpaBWIbHAs JUArHOCTHUKA OCTPBIX JIEWKO30B U
UCIIOJIb30BaHUE KypcoB mnporpamMHod xumuorepanuu u TI'CK pmaer manc
POJJIeBaTh U3Hb U BBI3IOPOBETh MHOTUM OOJBHBIM C OCTPBIMU JIEHKO3aMH
Hameil PecnyOnmuku. IlosTomy, pgaHHoe y4eOHOe TMocoOue — SBISETCS
MIOMOIIHUKOM BpadyaM-pe3uJEHTaM IeMaTojoraM MpH IOJYyYEHUM 3HAHUU IO
OCTPBIM JIEUKO3aM.

TecToBbIE 32 JaHUA M CUTYALIMOHHBIE 321241
TecTnl
1. OCHOBHBIE IUTOTCHETHUYECKUE KPUTEPHUM OCTPOro MPOMHUETOIUTAPHOTO
JIEHKO3a:
A. t(15;17)(q22; q12)RARA ¢ renom PML
B. t(9;11)(p22.3;923.3) MLLT3-KMT2A
C. 1(1;22)(p13.3;9g13.1) RBM15-MKL1
D. t(6;9)(p23;934.1) DEK-NUP214
E. inv(3)(g21.3926.2)
2. CTaHAapTHBIM PEKUMOM UHAYKIIUU PEMUCCUU Y TIAIIUEHTOB C IMArHO30M
OMUJI B Bo3pacte 18-60 ner saBnsercs:
A. 2 xypca «7+3DNR 45»
B. 2 kypca «7+3Mito»
C. 2 xypca «7+3DNR 60»
D. 2 xypca «HA 2 mr/kr»
E. 2 kypca «AIDA»
3. Hns neuenus pedpakrepHbix/pe3uTeHTHBIX popm OMII ucnonb3yercs:
A. HAI
B. 7+3 Ida
C. FLAG
D. 2 xypca «7+3DNR 60»
E. wmainsie no3er AraC
4. Tlo xakomy kpuTepurio namueHt ¢ B-knerounsim OJIJI oTHOCUTCS K rpyIine
BBICOKOT'O pHCKa!
. neiikouuTo3 10 ThIC KI/MKI
HET NaTOJIOTUYECKOT0 KapuoTUIa
noctkeHue pemuccuu Ha 21 nenp XT
Haymuue reHa t(4;11)
MUHUMAJIbHAS pe3uiyasibHas 00JIE3Hb «-»
5. Ilpy kakoM W3 HIKENEPEUHMCICHHBIX MPUYMHAX HEMEIJIEHHO HadaTh
JiedeHue 1o npoTokoiy y 6osnsHoro ¢ OMJI:
A. octpsiit IBC cunapom, 3 Tcaaus
B. octpsiii undapkT muokapaa
C. ocTpoe HapylIeHHe MO3TOBOT0 KpOBOOOPAILIEHUS

mooOw>
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D. s3BeHHast 00J€3Hb
E. cencuc
6. Mapkepbl 0JaronpusiTHOr0 MPOTHO3a MPU MOJIEKISAPHO-TEHETUYECKHUX
UCCJIEIOBAHUSIX, ITO:
A. MOHOCOMaBHBIA KAPUOTHUIT
B. ((8;21)/RUNX1/AML1
C. t(9;11)/MLL
D. xommiekCHbIE XPOMOCOMHBIE ab0epauu
E. npu OMJI mapkepoB a1 01aronpusITHOTO MPOTHO3a HET
7. Jlns MHAYKIMU KAKOTO OCTPOTo JIeiKo3a HasHadaeTcs cxema: Ida* 12 mr/m?
i DNR 60 mr/m? + Tpancperunoepas kucinora (ATRA)* 45 mr/m?/cyT ¢
1 mas no pmoctmxkenust pemuccun+/lexcamerason 2,5 MT/M? Kaxbie 12
4acoB — 1-15 auu (mpu neiikonurax 6onee 5x10%1):
OJIJL, BII BapuaHnt
OMJI, M2 BapuaHT
OJUI, T1 BapuanT
OMUJI, M3 BapuaHT
OMUJI, M4 BapuaHT
8. HOKa3aHH51 JUIS HA3HAYCHUSI BTOPOU JIMHKUM Tepanuu xponnueckon PTIIX:
A. monHBIN O0TBET Ha nepByIo JuHMIO Tepanuu ['KC
B. yxynmienne Ha QoHe Tepanuu  NPEAHU30JIOHOM 1 MI/KT
MPOJOKUTEIBHOCTBIO > 2 HEAEH

C. Mcue3HOBaHMS CUMIITOMOB Ha (OHE TepaIuu MPETHU30JIOHOM | MI/Kr
MPOJOIKUTEILHOCTHIO < 2 HE/IEIb

D. pa3Butue OCIOXKHEHUU B BUJIC TUICPTIIMKEMUN

E. moctenenHoe cHMKeHUE J03bI IpeaHn30I0Ha HUKe 0,5 MI/KT/CyT.

9. V namumenta 23 7eT, AMAarHOCTHPOBAaH TIpo B-BapuaHt ocCTporo
mumpobmacTHoro Jeiiko3a. [IpM IIUTOrEHETHYECKOM HCCIIECOBAaHUU
BbIsiBJieHa TpaHcaokanus t(4;11)/MLL. Ha pone nHayKIIMOHHOTO Kypca o
nporokony ALL 2022 nocturnyra pemuccus. BriOepute nanbHeuIryro
TaKTHUKY:

A. IpoAOIKUTH KOHCOMUAAIMIO PEMUCCUU TIO0 CXEME
B. amnorennas TKM

C. ayronmornunas TKM

D. nepexoauTh Ha BEICOKOJO3HYIO TEPAMUIO

E. mpoaomkuTh NoaaepKUBaONIIYI0 TEPATUIO

10.11pu nanwumu suxopanku 38° C u Beime Gonee 1 waca y G0aBHOrO C
neiirpodunamu 0,3x10%71 cocTosiHUE OLIEHUBAETCS, KAK:

. INXOpaJKa HE SICHOTO TeHe3a

arpaHyJoIuTO3

aria3usi KOCTHOTO MO3ra

. IUTONIEHUYECKUN CUHIPOM

E. debpunbuas HelTponeHus

moowp

DO WP
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11.Ka

kol Buj Tpancmuiantaiuu ['CK cratuctuyecku 3Ha4uMO yBEIMYUBAET

0eCCOOBITHITHYIO U OOIIYIO BBIXKUBAEMOCTD IIPU OCTPHIX JIEHKO3aX:

moowx

. rallJIOnICHTUYHAA

AJJIOIrCHHaA pOACTBCHHAA
AyTOJIOTHYHAaA

. CHHTCHHasJ HCPOJIACTBCHHAA

TPAaHCIIAaHTAOUA KOCTHOT'O MO3T'a HC UCIIOJIB3YCTCA

12.1Ipu OMJI TpaHcIaHTalMs CTBOJOBBIX T'€MOMOITHYECKUX KIETOK OT
POJCTBEHHOIO JOHOpA IIOKa3aHa BCEM Ial[UEHTaM:

A
B

C.
D.
E.
13.0c¢
A
B.
C.
D.

E.

TocJie MPOBeACHUS | Kypca HHIYKIIUH PEMUACCHU
gyepe3 | 1o mocie moxydeHus peMUCCHU

cpa3y nocje TUIUPOBaHUs CUOCOB

BIIEPBOM MTOJIHOW PEMUCCHH B TPYIITIE BBICOKOTO PHCKa
U3 TPYMIBI HU3KOTO prucka, nMeromux HLA-uaeHTnaHOro cuoimHra
HOBHBIM KPUTEPHUEM OCTPBIX JICHKO30B SBIISCTCS:
Hannuue reHa 1(9;22)

6sacto3 6osee 30% B KOCTHOM MO3Te

TIOJIOKUTENIbHAS PEAKIUsl HA MUEIIOTIPEOKCH 13y
onacremus 6osiee 20% B KpoBU

osacto3 6omnee 20% 6;1aCTOB B KOCTHOM MO3T€

14.K oClOXHEHUAM TpaHCIUIAHTALIMK KOCTHOI'O MO3ra HE OTHOCUTCS:

15.

Moowp»~<MOO D>

16.

_>D>

B
C.
D.
E.

CEIICUC

PYKUBIICHHUE

OTTOPKEHNUE

peaKuus TPAHCIUIAHTAT MPOTUB XO35IMHA
arpaHyJIOUTO3

(GYHKIIUSIM TPOMOOIIUTOB HE OTHOCSTCS:
. aHTHOTpOoUIECKas

Ba30cCIIa3M
ajJre3uBHas

. pemapaTuBHas

AHTUT'UCTaMHUHHAasA

rperauusi TPOMOOIIMTOB, 3TO:

IPUINIIAHNAE K YYyKEPOIHON MOBEPXHOCTH WM K MECTY IOBPEKICHUS
DHAOTENUS

. CKJIEMBaHUE TPOMOOIIUTOB MEX Y COOOM

BBIICIISIIOT ~ TPOMOOLMTApHBIA  (pakTOp  poOCTa,  3aCTaBISIOLIUN
MUTPHUPOBATH K MECTY TTOBPEKICHUS COCYIUCTON CTEHKU

BBIJICTISIFOT CEPOTOHUH, aJIpeHaINH, HopaapeHanuH, AJ[D

CBOEH LIUTOIJIA3MOM MTUTAIOT 3HAOTEINAIbHBIE KIIETKU COCYOB

17.K oCHOBHBIM (PYHKITHSM Y03UHO(DUIIOB OTHOCSTCS:

A.
B.

aI[COp6LII/I}I IrumcrtaMyHa U CCPpOTOHHNHA
HHAYTIHUPYIOT aJUICPTUICCKUC CUMIITOMBI
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C. cnoco6HbI K (harouuTo3y GaKTepuu
D. yOuBaroT nopa>keHHbIe OAKTEPUSIMU, BUPYCAMU KIJIETKU U OIyXOJIEBbIC
KJIETKH
E. dbopMupyroT MMMYHUTET U OCYIIECTBISIOT UMMYHHBIN Ha130p
18.T1onoxuTeNnbHAST peakiysl Ha MUEJIONEPOKCUIA3Y MPU ITUTOXUMUYECKOM
UCCJIEIOBAHUM XapaKTepHa JIJIs:
A. octporo B-nmumdo0bnacTHoro neriko3a
B. octporo T-nmumdobnacTHOro neitko3a
C. XpOHHYECKOTO MHUENIOIEHKO3a
D. octporo mMueno01acTHOro JeHKo3a
E. xpoHuueckoro numdorneiikosa
19.immyHOdeHOTUTIHYECKOE 0003HAYECHUE TEeMOMOITHYECKUX CTBOJIOBBIX
KJIIETOK:
A. CD13+
B. CD56+
C. CD34+
D. CD117/+
E. CD7+
20.Brisinenne na UOT CD235a (rmukodopun A), CD71, CD36 nokasarenei
XapakTepeH Juist kakoro Bapuanta OMJI?
MI
M3
M9
M6
MO
JaronpusTHeIE Mporuoctudeckue axkropsl mpu OMII:
. inv(16)(p13.1922)
B. inv(3)(q21926.2)
C. MOHOCOMHBIN KapUOTHUTI
D. FLT3-ITD-myTanus
E. BCR-ABL-nio3utuBHOCTH
22 Ummynodentun CD10+ xapakTepeH Js:
A. B-1 (pro-B)
B. B-Il (common B)
C. B-Ill (pre-B)
D. B-1V (mature B)
E. B-V (pre-B)
23.Ilpyu KkakoM KOJMYeCTBE OJIACTHBIX KJIETOK B KOCTHOM MO3Te
ycranaBnuBaercs pemuccusa OJI nocne nHIYKIIMOHHOTO Kypca?
A. 5%
B. 7%
C. 9%
D. 11%
E. 13%

OO WP

o1 m

21,

>
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24 Kputepuii TOJTHONW PEMHUCCHUU:
A. B Muenorpamme 0J1aCTHBIE KIETKU COCTABISIIOT 9%
B. KOCTHBIIM MO3T MaJIOKJIETOUYHBIN
C. nuTo3 B mukBOpe MeHbIe 10 KIeTok
D. orcyrcTtBue MPb
E. na KT oOpa3zoBanue Ha SMUHUKE ClIeBa
25.]Ina neyenus Ph (Ounanensduiickas xpoMmocoma) NO3UTUBHOTO OCTPOTO
IuM$pOOTACTHOTO JIEHKO3a Ha3HAYACTCS:
AKYIU3UMa0
PYKCOJIUTUHUO
UMaTHHHO
IMUITU3YMAO
pUTYKCUMaO
WHUMAaJbHas pe3uyalibHas 00JIe3Hb — 3TO:
MPUCYTCTBHE B KOCTHOM MO3T€ HEOOJBIIOIO KOJIWYECTBA JIEHKO3HBIX
KJIETOK Ha NPOTOYHOM nuromeTpuu u I[P
B. mpucyrcTBHE B KOCTHOM MO3re€ HEOOJBIIIOT0 KOJIMYECTBA JIEMKO3HBIX
kietok Ha FISH nccnenoBanus
C. Onacto3 6oiee 5% B MuemorpamMme
D. orcyrcBue B KOCTHOM MO3T€ JIEHMKO3HBIX KJIETOK Ha MPOTOYHOU
uurometpuu u 1P
E. orcyrcTBHE 0JIaCTHBIX KJIETOK B JINKBOPE.
27.[leBymika, 20 net. [Tocne mepeoxnakIeHus pa3BWIACh aHTHHA, CIa00CTh,
muxopanka g0 38,4C, cepaueOueHHe, HOCOBBIE KPOBOTEUYEHUS.
OOBEKTUBHO: KOXKa OJieHasi, MEeTeXUAJbHO-TSATHUCTHIC BBICHINIAHUS Ha
Tpyad, KUBOTE, OeApax, MaIbIUPYIOTCS MOIYETIOCTHBIE JuMdoy3nbl. B
kpoBH: 3p-2,3x1012/m., HB-69 1/n, II1-0,9, neitk-26,5x109/1, GmacTsi-
57%, tpom0-17x 109/n, COD-52 wmm/4. Kakoe obcienoBanue ¢
HanOOJIBIIIEH BEPOSITHOCTHIO MO3BOJIUT BEpUDUIIMPOBATH JUATHO3?
UCCJIeIOBAaHNE MMyHKTaTa TUM(pOoy3i1a
MMMYHOTUCTOXUMHUYECKOE HCCIIEI0BAHUE KOCTHOI'O MO3Ta
IATOXUMHUYECKOE UCCIIEOBAaHNE KOCTHOTO MO3ra
UMMYHOTUCTOXHUMHYECKOE UCCIIEIOBAaHUE MMyHKTaTa JIuMQoy3ia
UMMYHO(DEHOTUTUPOBAHKE KJIETOK KOCTHOT'O MO3ra
28. HaH6onee BOKHBIMHU ITPOTHOCTUYECKUMHU (paKTOpaMH Jisl OTHOCUTEIHHO
0JIarONMpUsTHOIO OTBETa HA TEPANUI0 OCTPHIX MHUEIOUIHBIX JIEHKO30B
SIBJISTFOTCSL:
A. BapuanT M3 (ocTpblif TPOMHUETOLMTAPHBINA MHUENIONENK03) B BO3pacTe
1o 60 ner
MCXOJHBIN YPOBEHD JIEUKOIIUTOB MeHee 50 ThIC.
BBICOKUI WHJIEKC METKH, HAIMYUE B OJlacTax majodek Ayspa
. uHBepcus 16 XpoMOCOMBI
XpoMocoMHasi anomanus t (9;22)
29.Tepamnust OCTPBIX JIEHKO30B BKIIIOYAET B CEOS:

26.

>EmMooOwp

moowp

mOoOw
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UHAYKIUIO ¥ KOHCOJHMIALMI0O PEMUCCHH 0€3 MOJIepKUBAIOLICH
TEpaIuu, HO C TIEPECaJKON CTBOJIOBBIX KIIETOK
MPEPBHIBUCTYIO TOIIEPIKUBAIOIIYIO TEPATUIO Y MOKHIIBIX OOJBHBIX
MOHOTEPAIHUIO C TIEPETMBAHUEM TOHOPCKUX TUMQPOIIMTOB
WHAYKIIUIO PEMUCCHU, KOHCOJIHUIALNIO U TOeP)KaHue TOCTUTHYTOM
pemMuccHH
E. momuxummorepanus 10 JOCTHKEHUS PEMUCCHH
30.I'uneprtacTHYeCKnii THHTUBUAT XapakTEPeH IS CISAYIOIIEer0 BapuaHTa
OCTPOTO JIEUKO03a:
. IPOMUENIOIUTAPHOTO
MaJIOMPOLIEHTHOTO
1a3MO0JIaCTHOTO
. MErakapuoO0JIacTHOTO
MHUEIOMOHOOJIACTHOTO

COow

moow>

[IpaBmibHbIC OTBETHL: 1-A,2-C,3-C,4-D,5-D,6-B,7-D,8-B,9-B,10
-E 11-B,12-D,13-E, 14-B,15-E, 16 -B, 17- A, 18 -D, 19- C, 20 -D,
21-A,22-B,23-A,24-D,25-C,26-D, 27-E,28-A,29-D, 30 - E.

Kiannndeckue 3agaun

3amaua Nel
bonbHoli 26 net. HaGntoaeTcst B reMaToI0riuecKoM OTACICHUU 0 TOBOAY

OJIJI, BII BapuanT, rpynmna CTaHZApTHOTO PHUCKA B TEUYEHUE 2,5 JIET MOCIEe
JOCTUTHYTOM moJIHOW pemuccuu. [lpu oOciegoBaHUU COCTOSIHHME OOJIBHOTO
ynosnerBoputenbHoe. Kamod Ha Oomu B ropise. Ilpu ocMotpe: ymepeHHas
OJIETHOCTh KOXKHBIX TTOKPOBOB, CIIM3UCThIE OOBIYHOM OKpacku. [lambnupyrorcs
MOIUYEITIOCTHBIE TMM(OY3IbI, MATKHE, 0 1 cM B auametpe. B nérkux nprxanue
BE3UKYJSIPHOE, XpUIIOB HET. TOHBI cepilla 3BYy4YHBbIC, YMEpPEHHAsl TaxUKapiusl.
[TeueHs ¥ cene3éHka He yBenuueHsl. Anamus kposu: He 110 1/m, sp 3,6%10%%/n,
uB. nokasarens 0,9, neiik 4,5%10%n, TpomGormTe 160*10%1, neiikonnTapHas
dbopmyia B ripeaenaax HopMbl. B myHKTaTe KocTHOro Mo3ra: 6mactel 3,8%, cymma
TUMGOUTHBIX KIEeTOK 14%.

1. Ouenute ¢a3zy 3a00sieBaHUS.

2. HyXHBI M1 TOTIOJHUTEIBHBIC UCCIACIOBAHMS?

3. Hyxnaercs nmu 607a6HOM B JieueHUn?

3amaua Ne2

bonbnas 20 ner xamyercs Ha 00JM B ropje MpU TJIOTAHUU, MOBBIIICHUE
Temnepatypbl 10 38° cmaGocTh. BonbHa B Ted4eHHE HENENH, KOTAa IOCIE
OXJIAXKICHMSI TOSBUINCH BBILICNIEpEUUCIICHHbIE kajlo0bl. Ha (oHe moBbIeHus
temmeparypsl 10 39° C oqHOKpaTHO HOCOBOE KpoBOoTeueHHE. CaMOCTOSATENLHO
OpUHUMAaJa aMIOUIUINH, TO0JoCKajlla TOopJjo pacTBOpoM (ypalusuIMHa,
CaMOYYBCTBHE HE yJy4IlIaJlOCh, B CBSI3U C Y€M O0paTUiIach K Bpauy.

99



[Ipu ocMoTpe: cocTosiHue OONMBHON CpeAHel cTeneHu TskecTu. bregHast.

Ha cinusucroii mEék B MecTe CONPUKOCHOBEHHMS C 3y0aMH — YYacTKH
MEJIKOTOUYEUHBIX KPOBOU3IUSHUM, 3€B TUIIEPEMUPOBAH, MUH/IAJTHHbI YBEINYCHBI,
TUIIEPEMUPOBAHbI, B JIaKyHaX THOW. YBEIUYEHBI IMOMYENIOCTHBIC U IIEHHBbIC
auMQOyY3Nbl, UYyBCTBUTENbHBIC TpU Hampnanuu. JlecHbl  pa3pbIXJICHBI,
KpoBOTOYaT. B Jerkux apIxaHue »KecTkoBaToe, XpuroB HeT. ToHBI cepaua
3BYy4YHBIE, Taxukapaug 10 96 ymaapos/muH. XKUBOT MATKHH, 6€3007€3HEHHBIA.
[leyenp u cene3éHka HE MaJbIUPYIOTCS, MEPKYTOPHBIE pa3Mepbl B Mpezenax
HOpPMBI. AHaJIN3 KPOBHU:
HB 46 r/n, sp 1,4%10'%/n, up. nokasarens 0,98, neiik 2,2*10%1m, 503 1%, n/a 1%,
cerm 48%, mumd 35%, Mon 15%, Tpombormter 90*10%1, COD 42 mm/4ac.

1. Kakue cuHAPOMBI ONPEAEIIAIOTCS y 00JIBHON?

2. IlpenBaputenbHbIi qUarHo3?

3. CocraBbTe nmporpaMmMy o0ciaeI0OBaHUs AJIsl YTOUHEHHS JHarHo3a.

3agava Ne3

bonpHas 15 et moctynuia B OTACICHHE C jKajloOaMHu Ha TOJIOBHYIO 00Jb,
o011y10 c1ad0CTh, IIYM B YIIax, MOBBIIIEHHYIO TeMIlepaTypy. Brilieyka3anHbie
YKaJI00BI TMOSBIIMCH U CTAJM HAPACTaTh MPUMEPHO JIBA MECAIIa Ha3al.

OOBEKTUBHO: KOKHBIE TOKPOBBI U BUAMMBIE CIIU3UCTHIE 000JIOUKH OJICTHBIE,
3eB 0e3 ocobenHocteil. Jlumbarnyeckue y3nbl He nanbnupyrorcs. Cepaue u
nérkue 0e3 marosoruu. [ledens y kpas p€oepHo AyrH, clierka 60Je3HeHHas! IPU
nansnanuu. Cene3énka He nansnupyercs. Temmeparypa 37,5 — 38°C.

AHanu3 KpoBu: reMorio6uH 75 r/m, sputp 2,8%10%2 /1, 1p. mokasareins 0,8,
neiik 20,0%10%m1, s03 0%, cerm 8%, mam¢ 19%, mon 2%, Onactel 68%.
Tpom6Gouuter 120*10%1, COD 52 mm/4ac.

Muenorpamma: KOCTHBIH MO3r OOoraT KICTOYHBIMHA  DJIEMEHTAMH,
npeobanaroT 61acTel 89%. I'panynouuTapHbsiii pocTOK cocTaBisieT 2,6%, mumd
5%, mon 0,2%, mnasmatuyeckue kietku 0,5%, spurponopmobmactel 1,8%,
METaKapuomuThl — CAWHWYHBIE. [[UTOXMMUYECKHWE MaHHBIE: OTCYTCTBYET
aKTUBHOCTh  MHEJIONEPOKCUIA3bI, AaKTHBHOCTh KHCJIOHW  QocdaTasel u
Hecnenupuuecko 3cTepa3bl HEBBICOKAs, MHTEHCUBHAs nojoxutenbHas K-
peakius (B BUE TpaHyd).

1. TlocTaBbTE AUArHO3.
2. IlpuHUUIIbI JIeUueHUSs.

OTBeThI KIMHUYECKUX 32124
3amaua Nel.
1.0JIJ1, pemuccus
2.KoHcynpTanus Jop Bpaya
3.AnTHbaKTEpUaNbHAas Teparus, MOJI0CKaHUE TopJIo
3amaua No2.
1. IHTOKCHKAlMOHHBIN, UMMYHOJE(UIIUTHOE COCTOSIHUE, TeMOPPArnYECKUM,
nuM@oaaeHonaTus.
2.JlnarHo3: oCcTphbIil JIEHKO3?
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3.Muenorpamma, U®T naHenb OCTPHIX JIEHKO30B, IUTOTEHETHKA OJIaCTHBIX
KJIETOK
3amaua Ne3.
1.Octpsiit muMdoOIacTHBIN JEKO3
2.Ilporpammuas xumuorepanus 1o npotokony «ALL 2022kz»
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IIpunoxenue Nel

IIporpaMMbl MHIYKIMOHHOM, KOHCOJUIUPYIOLIECH TePANUU Y NANUEHTOB-
KaHAUAATOB JIJIsi HHTEHCUBHO# Tepanuu [22]

Kpurepun Nuayknus KoHncoanganus HomnepxkuBarwina
a XT
OMJI ¢ FLT3 DNR 60 mr/m2 B/B 1-3 3-4 mukna IDAC Munoctaypun 50
MyTaiuen nas; Wi lda 12 mr/m2 1000-1500 mr/m2 B/B MT Kaxkaele 12 gac
B/B 1-3 nHA; (500-1000 mr/m2 >60 | BHyTpSD, 1-28 nHEi,
rurapadun 100-200 JIeT) B TCUCHHUH 34 4 uenenu, 6onee 12

mr/m2/cyt B/B 1-7 nuelt; | xaxnaeie 12 gacos, 1-3 | uukios
IUIr0C MuzocTaypus 50 JUHS; TUTIOC
MI Kaxkaple 12 4 BHYTps | Mupoctaypun S0 mr

8-21 nueit Kaxapele 12 gac. BO
Peunnykuus: 2-oif uukn | BHYTpb 8-21 nuei (Bo
«7+3» unu pexum BCEX LIMKJIAX)

BBICOKHE 10351
uuTapabuHa, TIroC
MUJIOCTAypHH,
MPEANIOYTUTEBHEES JIS
[arueHToB 0e3 oTBeTa
Ha 1-BIH UK

Myrtanuu He DNR 60 mr/m2 8/B 1-3 3-4 nuxia IDAC JlaHHBIE,
OTHOCSIIIUECS K TTHS, 1000-1500 mr/M2 B/B | mOATBEPKIAIOIITHE
FLT3 Ida 12 mr/m2 B/B 1-3 (500-1000 mr/m2 >60 | ahdexTrBHOCTH
nast, wir Mito 12 mr/m2 | et) B Teuenun 34 ITO/ICPKUBAOIIEH
B/B 1-3 mus; Kaxaple 12 4, 1-3 gHs | Tepanuu B TOM
u rutapadbud 100-200 quclie
Mmr/m2/cyT B/B 1-7 nueit TUIIOMETHIIUP YIOIITN
Peunpykums: 2-o¥ 1uki X MpenapaToB y
«7+3» unu pexum MAIMEHTOB MOJIOXKE
BBICOKHE 035l SS5neruy
nuTapabuHa, MHAaIUEHTOB C
MIPEANIOYTUTEIbHEE myranueit CBFB
nocyeHee s OTCYTCTBYIOT

IIalfMCHTOB 0e3 oTBeTa

Jlpyrue BapHaHThI

Teparuu
I'emty3ymab JHaynopy6urun 60 mr/m? | 2—4 nukna IDAC
o3oramutin (GO) | B/ B d1-3 u mutapabun 1000-1500 mr/m 2 B/B
st CD33- 100-200 mr/m?/d CIV (500-1000 mr/m 2 mist
nojoxutensroro | d1-7; umoc 'O 3 mun crapie 60 ser) B
OMJI, MF/MZ(MaKCI/IMaJ'IBHaH TEUEHHE 3 4 KaKIbIE
OJIarONPUsI THBIN no3a S mr) B/B, 1,4, 7 12 d1-3. GO 3 mr/m
(mm neHb. 'O takke mupoko | 2 MOXKHO JI00aBUTH B
MIPOMEXYTOUHBIN) | BBOJAT TOJBKO B 1-i d1 (mo 2 uukioB).
IIUTOTCHETHYECKUH | IEHb MHIYKITUH. Paccmotpute

pUCK IToBTOpHAS MHTYKITUS BO3MOXHOCTbH OTKa3a
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(ecu He B CR/CRh/CRi)
MOXET OBITh
nayHopyounuHoM 60
mr/m?s/ B d1-2 u
nurapadusaom 1000
mr/m2e/B (500-1000
MI/M?B Bo3pacte >60
JIeT) B TCUYCHHUE 3 4acoB
q12h d1-3 6e3 I'C

or I'O, ecitm
TJTAHUPYETCA
ayorennast TT'CK
JUISL CHHDKEHUS pUCKa
BEHOOKKJIFO3MOHHOM
0oJ1e3HN.

CPX-351

CPX-351 100 EJl/m? 1-2 mukna CPX-351

(nayHOpyOHIHH 44 65 EJl/m?
mr/iiurapadus 100 mr) (maynopyouiuH 29
B/Bdl, 3,5 Mr/ uTapabun 65 Mmr)
Peunnnykums (ecnu ve 8 | B/B 11, 3

CR/CRh/CRIi): TonBKO
CPX-351 100 ex/m? B/B
1, 3 nus

Pexxumbl Tepanuu «cnaceHus» NalMeHTOB, He OTBETUBIIUX HA MEPBOHAYATbHYIO
HHAYKIHUIO WU ¢ pelHIMBOM 3200/1eBaHusl, KOTOPbIE SIBJISIIOTCS KAaHIHIATAMH Ha
HHTEHCHBHYI0 TePanuio.

['unreputHUO I'unreputnan6 120 mr nepopansHo 1 pa3 B neHb 1-28 nHeH, kaxapie 4
(OMJI ¢ myTanueit | Hemenu, 10 MPOrpeccCupoBaHust 3a001eBaHUS
FLT3)

Cpennue 10361
Ara-C (c nnm 6e3
AHTPAITUKIINHOB)

Hurapadbun 1000—1500 mr/m2 B/B B TeueHue 3 4 Kaxasie 12 4 g 1-3
(500-1000 mr/m2 y marmentoB crapie 60 jet); ¢ wim 6e3
nayHopyounun 60 mr/m2 B/B 1-3 aus; wiu uaapyounus 8-10 mr/m2 B/B
3-5 nHeii; i MUTOKCaHTpoH 8-10 mr/m2 B/B 1-3

FLAG-Ida

®nynapabun 30 mr/m2 B/B B Teuenue 30 muH 1-5 1HU Kypca
Hurapadbun 1500-2000 mr/m2 B/B B TeueHue 3x 4acoB B 1-5 mHU Kypca
yepe3 3,5 yaca nocne ¢uyaapabuna

G-CSF ®wmirpactum 300 Mkr 1/k 1 pa3 B cyTku 3a 12 9acoB 110 mepBoro
BBEJICHUS IIUTOCTATUKOB

Unapy6bunus 10 mr/m? B/ B Teuenne 10 munyT 1,3,5 aam kypca

MEC

MuTtokcantpon 8 mr/mM2 B/B 1-5 nueit; atono3un 100 mr/m2 B/B 1-5
nuel; nurapadbun 1000 mr/m2 B/B n1-5

CLAG-M

KnanpuOun 5 mr/m2 B/B 1-5 nHeit; uutapadbun 2000 mr/m2 B/B 1-5 nHei
(maunHas yepes 2 yaca nocie nHPy3Uu KIaapuonHa);

MUTOKCaHTpOH 10 Mr/M2 B/B 1-3 nHs; I'panynouuTapHble KOJIOHHE
ctumynupytomume haxkrops! 300 Mr noakoxHo 05 nHEel

a0 TKM

PaccMoTpuTe TpaHCIUTAHTAITUIO SIS TTAIUEHTOB C TICPBHYHO
pedpakTepHbIM 3a001€BaHUEM, I MAUeHTOB co BTOphIM CR (umm
CR1) wnm co 3HAUYNUTETHLHOUN UTOPEAYKITUEH, HO BCE €I1e aKTUBHBIM
3a00JieBaHHEM TIOCTIE TePANTUU CaceHUs. PaccMOTpuTe MOBTOPHYIO
TPAHCILIAHTAIIMIO TIPH OTIPEICICHHBIX YCIOBUAX. BrImoHUTE
cBoeBpemenHo HLA-Tunuposanue.
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