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BBenenne. Onkoremaronoruyeckue 3a00eBanus (reMo0IacTo3bl) MPEACTABISIOT CO0OM
TPYIy HEOIUIa3ui, BO3HUKAIONIUX W3 KPOBETBOPHOW u JmMmdouaHod Tkanu. OOmas
3a0oneBaeMoCcTh TeMoOnacro3amu coctaBisier 25-30 na 100 000. ITo pacmpocTpaHeHHOCTH
remMo0iacTto3sl 3aHUMalOT 4-e MecTo Yy MyXuuH (Tocje paka JIerKuX, MpocTaThl U
KOJIOPEKTAJIbHOW 30HBI) W 3-€ MEeCTO Yy JKeHIIMH (TMociieé paka MOJOYHOM Kele3bl U
KOJIOPEKTAJILHOTO paka). MIHUIManpHble KIMHUYECKUE MPOSBIIEHUS reM0o01acT03a MOTYT HOCUTh
HE crneuu(uYeckuid XapakTep ¢ OrPAaHUYMBATBCS TOJNBKO CHMOTOMAaMH  OITyXOJIEBOM
MHTOKCHKAIIUU WM UMETh aCUMIITOMHOE TeueHue. Bpau 11100011 crienuanbHOCTH JOKEH YMETh
3aro/I03puTh TeMOo0IacTO3 TMPH MEPBBIX KIMHUYECKUX NpPU3HAKaX M OTAU(EpeHIIpOBaTh
pCaKTUBHbIE W TIEPBUYHBIE HU3MEHEHHUS CO CTOPOHBI mepudepruueckoil KpoBU. 3HaHUE
KJIMHUYECKUX TPOSIBICHUH M JTUArHOCTUYECKUX KPUTEPUEB OCTPBIX U XPOHUYECKUX JICHMKO30B
HeoOXxouMa Bpavy Jr000U CHEIUalbHOCTH.

Leuab 3aHATUS: H3YYUTh PACIPOCTPAHEHHOCTh, KIMHUYECKHUE MPOSBICHUS, OCHOBHBIC
JTUArHOCTHYECKHUE KPUTEPUU U MPUHIUIIBI TEPANUN OCTPBIX U XPOHUUYECKHUX JIEHKO30B.
3agauu 3aHATHSL.

Cmyodenm 001131ceH 3Hamy:

1. OO01yr0 XapakTepUCTUKY TIe€MOOJAaCTO30B: PAacCHpPOCTPAHEHHOCTb B PA3JIMYHBIX
BO3PACTHBIX TpyINmnax, KiIaccu(pUKalus, OCHOBBI JTHOJOTHMM M IaTOreHes3a,
KJIMHUYECKHE CUHIPOMBI, METO/IbI TUATHOCTUKHU M TEPATTUH.

2. JlnarHocTuueckue KpPUTEPUU U MPUHIUIBI TE€PAMHU OCTPHIX U XPOHHUYECKUX
JIEMKO30B.

Cmyodenm 0oicen ymemp:

[ToctaBuTh npeaBapUTENbHBIN AUArHO3 reMo0JIacTo3a.

2. CoctaBuTh MporpamMmy oOClIeJOBaHMsI MALMEHTA JIJIsl YTOUYHEHUS AUarHo3a 3a00JieBaHUs

KPOBH.
O60cHOBaTh TMAarHO3 OCTPOTO M XPOHUYECKOTO JIeHKO03a.
4. CocTaBuTb IJIaH JICYECHHUS B 3aBUCUMOCTH OT BapHaHTa reMo0J1acTo3a.
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TpeGoBanusl K HCXOAHOMY YPOBHIO 3HAHMI U KOHTPOJIbHbIE BONPOCHI
W3 CMEKHBIX THCIUILIHH.

. N3 kypca dapmakonorun — ¢papMakOKMHETHKY HUTOCTAaTUKOB, TJIIOKOPTUKOCTEPOUIOB,
AHTHUOMOTUKOB, AaHTHAIPEraHTOB, AaHTUKOATYJITHTOB.
. N3 xypca nponeaeBTUKU BHYTPEHHUX OO0JIE3HEW — CUMITOMBI U METOJbI 00CIIEOBAHUS
npy 3a00JI€BAHUAX CUCTEMBI KPOBH.
. N3 kxypca HOpManbHON (PU3MOJIOTUU - COBPEMEHHYIO CXEMYy TIeMomno33a U (akTopsbl,
peryaupyolue ero, HopMaibHble MOKazaTeslu nepudepruyeckoid KpOBHM M KOCTHOTO Mo3ra (1o
JaHHBIM MHEJIOTpaMMbl) B pa3IMYHBIX BO3PACTHBIX TIpYMNINax, CTPOCHHE U (PyHKUUU
reMOTJI00MHA, BU/IbI TeMOITIO0MHOB, CTPOEHUE U (DYHKIIUU CETIE3ECHKH.
. W3 kypca naronornyeckoil pu3nosoruu — naToPpu3nosIoruio KpacHOM KpoBH.

OcHoBHbIE yueOHbIe BONIPOCHI:
1. l'emoOnacTo3bl: KIaccuduKaIus u o01as XxapaKTePUCTHKA.
2. Octpeie neiiko3sl (OJI): ompeneneHue, pacnpoCTPaHEHHOCTh paA3IUYHBIX BapHAHTOB
(mumgoobnacTablit/Muenobnactelii OJI) y nereit m B3pocibix, kinaccudpukanus (FAB, BO3),
KJIMHUYECKOE TeYeHHWe W cTaauu 3abosieBaHus. JlaboparopHasi TUarHoCTUKa M OCHOBHBIE
JTUarHOCTHYecKue KpuTepuu. IIpUHIUIIBI U ATarbl Tepanuu.
3. Xponuueckuit muenoneiiko3d (XMJI): kauHMYecKre MpOSBICHHUS U CTaJIuH, JabopaTopHas
JUArHOCTHKa (MHEJIorpaMMa, TpErnaHOOWONCHs, LUTOT€HEeTHYEeCKHMEe U MOJEKYJSpHO-
TEHETUUYECKNE UCCIIEJOBAHMS ), IPUHLIUIIBI TEPAIIHH.
4. Uctunnas nomuuuremus (MII): ocHOBHblE AMAarHOCTUYECKHE KPUTEPUU W MPUHIMIIBI
TEPAINH.



5. Xpouwmdeckuii numponeiiko3 (XJUJI): knuHUYECKHWE TPOSBICHHUS W CTaJAWH, OCHOBHBIC
JMarHOCTUYECKUE KPUTEPHUH, IPUHIUIIBI TEPAIIHH.

KoHTpo/ibHBIE BONPOCHI K TeMe 3aHATHS:
1. ['em005acTo3bl: OmMpeaeNieHne, KiacCH(PHUKAIUs, OCHOBHBIC ATHOJOTHYECKHEC
(bakTOpBI, MEXaHU3MBI ITATOTCHE3A.

2. Omnpenenenue u pacrpocrpaneHHOCTh OJI y neTeil u 'y B3poCibIX.

3. Knaccudukanus OJI.

4. Knuanueckue nposisinenust OJI u craauun 3ab6oneBanusl.

5. N3menenus B o0mem ananuse kposu npu OJI.

6. MerTtobl uccaenoBanus mpu remooiacto3ax (Ha mpumepe OJI).

7. Huarnoctuueckue kputepuu OJI.

8. [Tpunuuns! u 3tans! Tepanuu OJI. [Ipornos.

9. Ponps TI'CK u tapretno#t Tepanuu B jeueHuu OJI.

10. XMIJI: ompeneneHne, OCOOCHHOCTH IAaTOTE€HE3a, JIMHUYECKHE MPOSBICHUS U
CTa/IUU.

11. W3meHeHus co cTopoHsl nepudepudeckoit KpoBu mpu XMJL.

12. OcHoBHbIE MarHoctuyeckue kpurepun XMJIL.

13. [Tpunuuns! Tepanun XMJI (uarudurops! TuposunkuHassl, TI'CK), nporuos.

14. VicTuHHas MOMMIIUTEMUS: ONpeieNieHUue, KIMHUYECKUE MPOSIBICHUS U CTa/IUU.

15. Huarnoctnueckue kpurepuu MUII.

16. [Tpunnumne Teparuu UIIT.

17. XJUI: ompeneneHue, OCOOEHHOCTH JTHOJOTMM M IATOTeHE3a, KIMHUYECKUE
nposiBiieHus u craauu XJIJI.

18. Jwnarnoctuueckue kpurepun XJIJI.

19. [Tpunnune Teparuu XJIJI. [Iporaos.

3anaHus 17151 CAMOCTOATEIbHON PadoThI CTY/ICHTOB

3apnanme 1. OcmoTpeTs mMalnueHTa ¢ reMo0JacTo30M, MPOBECTH aHAIW3 HCTOPUU OOJIC3HH,
amOynaTopHoO# kapThl. J{ist aTOrO!

- THIaTEeJIbHO coOpaTh aHaMHe3 3a00JieBaHUs, OOpPAaTUTh BHUMAHUE Ha CBs3b 3a00JIEBAHUS C
MPEIIEeCTBYIONIUMHE, XapakTep kanob B Ae0roTe 3a00eBaHus;

- BBUICTIUTH KIMHUYECKHE CUHAPOMBI (CHHAPOM OITYXOJCBOW WHTOKCHKAIIMH, aHEMHYECKUH,
reMOpparu4ecKuii, TUMepruIacTUYecKuil, CHHAPOM HHPEKIIMOHHBIX OCI0KHEHUN );

- I10 UMCIOIIUMCS JAaHHBIM JTA00PAaTOPHBIX UCCIICAOBAHUN OTIPEICIIUTE XapaKTep H3MCHCHHH;

- COCTaBUTH IUIaH 00CJeI0BaHUS MAIlMEeHTa AJI1 YTOYHEHUS TUarHo3a reMo0IacTosa,

- OIpEeNeIUTh JeUeOHYIO TAKTHKY.

3ananue 2. [IpoBecty aHAIM3 HCTOPUHU OOJIE3HU CTAIMOHAPHOTO MarMeHTa. /[ 3Toro:

- MPOaHAJIM3UPOBATh MPABWIBLHOCTH MPEABAPUTENHHOTO ¥ OKOHYATEIHHOTO KIMHUYECKOTO
JINarHo3a;

- OILIGHUTH 00BEM H aJIEKBATHOCTh MPEATI0KEHHOTO 00CIIeIOBAHNS U BHECTH CBOU KOPPEKTUBHI.

33}13HI/IC 3. CocTaBuThH AJITOPUTM paCllO3HABAHUA 3a00JIeBaHUs 110 HpeﬂHO)KCHHOﬁ CXEMC!

OTansl JUarHOCTUKHU [Ipu3naku 6one3nu, | [lpusnaku 001€e3Hu,
TEOPETUYECKH  BO3MOJKHBIE | BBIIBIIEHHBIE Yy  JAaHHOTO
MIpH TaHHOM 3a00JIeBaHUU nanueHTa

KanoOsr

AHaMHe3 KU3HU
OOBEKTHUBHBIA OCMOTP
JlaGopaTopHbIie uccie10BaHMs
WHucTpyMeHTaNbHBIE




| mccnenoBanus |

3aganme 4. CoctaButh aroput™ AuddepeHnnanbHoi TUarHOCTUKH JIEHKEMOUIHBIX PeaKLnii.

3aganue 5. Pabora ¢ y4eOHBIMH MOCOOMSIMH TIO JAaHHOM TEME€ — METOJAMYECKUMU
pEeKOMeHIalusIMU, HaOOpPOM Y4eOHBIX TaOJIUI U CXEM, HIUTFOCTPUPYIOLIUX TEMY.

33H3HI/IC 6. Pemenue CUTYallMOHHBLIX 3a/ia4 I10 TCMC.

IIpakTn4yeckne HABBIKM:

® METOJMKa NMPOBEJeHUS (PU3UKATHLHOIO OCMOTpPA MAIMEHTA,;

e KIMHHYECKAs MHTEPIIPETAIs IMOKa3aTeNeil 001ero anaimsa KpoBH;

® TEXHUKA MPOBEACHUS KOCTHOMO3TOBOM NYHKIWH, TPENaHOOMONCHHU, JTHOMOAIbHOM

MYHKLWH;

® UMHTEpPIpPETalrs MUEJIOIPAMMBbI;

e OmpeJeeHne IPYyMIbl KPOBH U pe3yc-(hakTopa;

e [poBe/eHHE TPOO Ha COBMECTUMOCTh IPU FeMOTPaHC(Y3MOHHON TEPAIIUH.
3ananus AJ1s1 cCaMOCTOATEIbHOI pa6oThl M Tembl YUPC:

1. 'eMono33: KIJacChl TEMOMOITUYECKUX KIETOK, HUX XapaKTepUCTHKa H (QYyHKIUH,
peryJsuus reMoronssa.
TpancrutanTalys reMorno3THYECKUX CTBOJIOBBIX KJIETOK: OOIIKE MOAXOIbI, BUJIbI, TOA00D
JOHOPOB, JTA0OPATOPHBIA KOHTPOJIb.
MonekynsipHble OCHOBBI pa3BUTHS OHKOT'€MAaTOJIOTMYECKUX 3a00IeBaHHIA.
MuenoauciacTH4eCKil CHHIPOM.
DcceHIaNbHas TPOMOOLIUTEMHUSI.
[TepBuuHbI MEETOPUOPO3.
MHoOXecTBEHHass MUETIoMa.
bosiesnp Banpaencrpema.
. Knaccudukanus 1 MexaHu3Mbl AeHCTBUS IUTOCTATUKOB.
10 OcCHOBHBIE acTIEKThl TAPreTHON TEPaIluu U €€ IPUMEHEHHUE B TEMATOJIOTHH.

Y4eOHbII MaTepHaJl.

1. 'emo6a1acTo3b1 (haemoblastosis; rped. haima-kpoBsb + blastos -pocToxk, 3apoabiii)
(reMaToOTUYECKHE HEOIUIa3MM WJIM HOBOOOpa30BaHUS) — OMYXOJIM KPOBETBOPHOM TKAaHU U
IUM(aTHYECKUX OpPraHOB, BO3HUKAIOIIME B PE3yJbTaTe MYyTallMM KJIETKU-TPEIIIeCTBEHHUIIbI
remonod3a. CyOcTpar oOmyxoiM MpH remMo0jacTo3ax MpPeACTaBIeH KIOHOM (ITIOTOMCTBOM)
MYTHpOBaBILIEH KJIETKU. B 3aBHUCHMOCTH OT MEPBUYHOM JIOKAIU3aLUU OMYXOJU IreMoO0IacTO3bl
IOPUHATO JIETUTHh Ha JBE OOJbIINE TPYMIbI: JelK03bl — CUCTEMHbIE MOPAKEHUS C MEPBUYHOU
JoKanu3anuen 3iokadecTBeHHoro mporecca B KM u sumgomur - pernoHapHbeie mopaxeHUs,
XapaKTepU3YIOIUECs epBOHAYaIbHO BHEKOCTHOMO3TOBOM OIyX0Jibk0 (puc. 1).
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MyTaimsi reMOono3TMIecKoi CTBOJIOBOI KJICTKH

v

PazsuTie xiioHa OITYyXOJIEBBIX KJIICTOK

v v

TpermyirecreenHo B KM TpermmyirecreenHo Bae KM
v v
Jlerko3bI JIvipombI
v v v v
OctpbEe XpoHUHeCKHe JIrmvicpoma HexomxkuHCKHIC
XOomKKNHA TEM(OMBT

Pucynok 1. Knaccuduxanus remo61acto3oB

B  3aBucuMocTM  OT  THCTOreHe3a  TIeMoOJIacTO3bl  KIAcCHUIMPYIOT  Ha
MuenonponaudepaTuBHbIe 3a0oyieBanuss W auMdonponudeparuBabie 3aboneBanus (B- u T-
kiaetounsle). Onyxonu cuctembl B-muM@onuToB, CEKpEeTUPYIOUIME MOHOKIOHOBbIE |Q
(mapanpoTenHbl), OOBEAUHSAIOT TIOJI HAa3BaHUEM NAPANPOMeUHeMudecKue 2emodIacmossl.
Jleiiko3bl Moapa3iesloT HAa OCTphle U XpoHuYeckue. ['pynmy ocmpwix neiiko306 0O0bEIUHSET
o0l mpU3HaK: CyOCTpaT OMYXOJU COCTABISIOT HE3pesble TeMOMOITUYECKUE KIIETKU (OJ1acThl).
HaunmenoBanue BapuaHTa oOCTpPOro JieKo3a HPOUCXOJUT OT HA3BaHUNW HOPMaJIbHBIX
MPEIIIECTBEHHUKOB ~ OIyXOJIEBBIX  KJIETOK: OCTPBIA  MHETO00NacTHBIM, JTuM(OOIACTHBIN,
APUTPOOIACTHBINA JEWKO3bI U T.A. [Ipu xporuueckux netikozax cyOCTpaT OIyXOJU NPEACTaBICH
MOP(}OIOTHYECKU 3pEeibIMU KIETKAMU: JTUMQPOLUUTAMU HpU JUMQOIEHK03e, SPUTPOLIUTAMH TIPU
APUTPEMUH, HEUTPODUIBHBIMU TPAHYJIOLUTAMU IIPU XPOHUUYECKOM MHUENOJIEeHKo3€ U T. 1.

CymmapHas yactoTta reMo0sacto30B coctabnseT 25-30 ciydaeB Ha 100 Thic. HaceneHUs
B rof (~22,6 na 100 teic. My>xckoro HaceneHus U ~ 15,2 Ha 100 ThIC. KEHCKOTO HACEJICHHUS).
IIpy >TOM y MyX4YMH JE€HKO3bl 3aHMMAIOT 4-€ MECTO IO PAaCHPOCTPAaHEHHOCTH IIOCIIE
3JI0KAYECTBEHHBIX OITYXOJIEH JIETKHUX, MPEICTaTeIbHON >KeIe3bl U KOJOPEKTaIbHOro OT/eNa
KT, a y sxeHIINH — 3-€ MECTO MOocie OMyXoJeld MOJIOYHOH KeJe3bl U KOJIOPEKTAIBHOTO OT/eNa
KKT. Bce reMo0J1acTO3HhI, 3a HCKIIIOYCHUEM OCTpPOTO nuMdoO6acTHOTO
neiko3a/mumdoonactHoi auMdpombl U TuMQPoMbl bepkuTTa, 3HAUUTENBHO Yallle BO3ZHUKAIOT Y
B3pocbiXx. HekoTopeie Ho3o0sornueckue Gopmbl (XpOHUYECKUN TUM(POICHKO3, MHOKECTBEHHAS
MHUEIOMa, HUAMOMATHYECKH MuenopuOpo3) MpPaKTUYECKH BCEra pa3BUBAIOTCS TOJBKO B
MIOKUJIOM BO3pacTe.

B kauecTBe BO3MOXXHBIX IMmuoOnNOUYECKUX (PAKmMOpoe B DPABBUTUU TIeMOOIACTO30B
paccMaTpuBalOT: 1) MOHU3BHUPYIONIYIO paJHaIfio; 2) XUMHUYECKHE MYTareHol; 3) HEKOTOPHIC
TeHeTHUYECKH HacieayeMble 3aboneBanusi; 4) Bupychl. [loa BIMsHHEM BBINIECNIEPEUYNUCICHHBIX
STHOJIOTUYECKUX (PAKTOPOB MPOUCXOJUT MyTalus KIETKU-TNPEAIIECTBEHHUIBI TeMOIod3a Ha
YPOBHE T€HOB, OTBEUAIOIINX 3a Mposudepanuo 1 11 depeHInpoBKY reMOIo3THIECKUX KIIETOK.
K TakuM reHaM OTHOCSTCS MPOTOOHKOT€HBI U aHTHMOHKOTEHBI. B (hM3MONIOrHUecKux yCIoBUSAX
9T T€HBI KOHTPOJIUPYIOT HOPMAJIbHBIA KJIETOYHBIN POCT, METAOOIN3M U OTBET Ha MUTOTCHHBIE
ctuMyisbl.  M3BectHO okosio 100 TPOTOOHKOT€HOB. bBOJNBIIMHCTBO W3 HUX KOJUPYET
MPOTEUHKWHA3BI, Yy4YacTBYIOIIME B  TMepelade CurHama i npoinudepanvd WU
T depeHIIMPOBKU KIETKH OT €e MeMOpaHbl K sSApy (TUPO3HH-, CEPUH-, TPEOHUHKHHA3bl). B
pe3ysbTaTeé COMAaTHMYECKOM MYTAlMd WM TPAHCIO3MLIMKA IPOTOOHKOTEHBI INPEBPALLAIOTCA B
OHKOT€HbI. AKTHUBAIIMs OHKOT€HOB W/WJIM MHAKTUBAIUSI aHTHOHKOI'€HOB MTPUBOJIAT K HAPYIICHUIO
Oamanca Mexay nposudepanueil u auGQPepeHIUPOBKON KIETKH U CIYXHT OCHOBOW ee
37I0Ka4eCTBEHHON TpaHcopmanuu. [l MHUIMALMKA OIyXOJIEBOIO pPOCTa, KaK MpaBuUio,



HeoOXo/uMa akTUBAIMs JABYX M 0Oojieeé OHKOTEHOB B COYETaHWU C HapylleHHeM (QYHKIHUU
aHTHOHKOTeHOB. OrpeielleHHOe 3HaYeHHE B ITaTOreHe3e reMo0JIacTO30B UMEET TaKyKe CHIKEHUE
CHOCOOHOCTH KJIETOK K amomnTo3y. AMONTO3 (3amporpaMMHUpPOBaHHAs KJIETOYHAs CMEPTh)
HEOOXOIUM JJIs yIaJeHHs U3 OpraHu3Ma CTapbIX U MOBPEKICHHBIX KIETOK, U SBISETCS BaXKHBIM
MEXaHU3MOM TOJJIEPKaHUA HOPMAJIbHOTO KiIeToyHoro Oamanca. Ilpu remoGmacTo3ax
HAOMIONIAIOTCA HapyUIeHUs] Ha YPOBHE OCHOBHBIX PEryJlATOpPOB amomnTo3a, TaKUX Kak
peuenTopHo-nmuranaas cucrema CD95/FasL u antuonkoreHn p53. B pesynbraTe yCKOpPEHHOM
npoiaudepalnd OMyXOJEBhIX KIETOK W yTpaThl CIOCOOHOCTH K aroITo3y MPOUCXOIUT
HAKOIJICHUE KJIOHA UICHTUYHBIX OIyXOJIEBBIX KJIETOK.

2. OcTpniii jgeiiko3 (OJ) — KIOHATBEHOE OMYX0JIEBOE 3a00JIEBaHNE KPOBETBOPHON TKaHH,
XapakTepu3yroleecs 3amMmeneHneM HopMaabHoro KM He3penbIMu reMOOITHYECKUMHE KIIETKAMH
(6bmactamu) 6e3 manpHe#eH ux nudQGepeHITMPOBKH B HOPMAIbHBIC 3pelible KIeTKH KpoBu. Ha
nomo OJI mpuxoautcst oxono 3% cpeau BceX 370KAYECTBEHHBIX OIYXOJied YeloBeKa u
npubsmsuTenbHo 30% cpenu Bcex remobsacto3oB. 3aboneBaemocth OJI coctamisier ot 3 10 5
ciayuaeB Ha 100000 yenosek B rog. B nerckom Bo3zpacte B 80 — 90% ciydyaeB AMarHocTupyercs
numboObnactaeiil BapuanT OJI. YV B3pOCHBIX COOTHOIIEHHWE MUEIOOIACTHBIX U JUM(POOIACTHBIX
OJI B cpennem cocrasiser 6:1. OJI npencraBiseT co00i TeTepOoreHHyI0 Ipymiy 3a00JeBaHHH,
KOTOpBIE pa3iMyYaloTcs MO0 MOP(HOJIOrHUYECKUM OCOOCHHOCTSM KIIETOK, COCTAaBIISIFOIIMX
JCHKEMUYECKHII KJIOH, KIIMHUYECKOW MaHU(eCTaIuu, OTBETY Ha TEPAIUIO U IPOTHO3Y.

B 1976 rogy Ha ocHOBE MOPQOJIOTHYECKOW U ITUTOXUMHUYECKOH XapaKTepUCTUKU
OmacTHbIX KieTok PpaHKo-AMepukaHo-bputanckoil paboueil TpynmoWd remaroyioroB Oblia
pa3pabotana FAB-knaccuduxamus OJI (momomnena B 1981, 1985, 1987 u 1991 romax), B
KOTOpoi BwiAeneHsl aBe rpymmbel OJI: octpeie HenmumdoOmacTHeie neiiko3sr (OHJUL) wmm
muenobnactaeie Jneiko3sl (OMJI) u octpeie numdoOnactueie neliko3sl (OJUI). [lannas
KJaccu(uKamus 0 CHX IOp OCTaeTcss HaunOoJiee MCIONb3yeMOW B KIMHUYECKON MpPaKTHKE JJIs
Bepudukanuu ocHoBHBIX popm OHJLJI (Tabnuua 1).

Tadoauua 1 — FAB kaaccudguxauns OHJIL (1976, 1991)

Bapuant OHJLJI Mopdosornueckne KpuTepun (110 JAHHBEIM MHEIIOTPAMMBI)

MO Octpslit MuenoGIacTHbIN > 30% MuenobmacToB 06e3 rpaHyI

JeiKko3 c MUHUMAIBHOH | Iamouku Ayspa (<)

Qg depeHIpOoBKOit

M1 Ocrpslit MEETOOIACTHBIN > 30% muenobIacToB ¢ OTCYTCTBHEM WIIM CKYIHBIMH TpaHynamu, <10%

neliko3 6e3 cozpeBaHus CO3PEBAMOIIMX IPAHYJIONUTAPHBIX KIeTOK. [lanouku Ayspa (£).

M2 Ocrpslit MEETOOIACTHBIN 230% wMuenobmactoB C rpaHyiaamu, =2=10% OpoMHENONMTOB WU

JIEUKO3 C CO3PEBAHHEM CO3pEBAIONIMX TPaHYJIOMHUTApHBIX KIeToK,< 20% wmonouutos. [lamoukn
Ayapa (1).

M3 Octpsrit >30% wmwuenobmactoB M mpomuenounutoB, <10%  co3peBarommx

[POMHUENIOLUTAPHBIHA JICHKO3 IpaHyIOLMTAPHBIX KiIeToK. Ilanouxu Ayspa (++).

M4 Ocrtpsiit >30% Mueno6IacToB, MOHOOJIACTOB, IPOMHUEIIONUTOB,

MHEIOMOHOIMTAPHBIN JIEHKO3 > 20% MoHOIMTapHbIX Ki1eToK. [anouku Ayapa ().

M5a Octpslit MOHOOTACTHBII > 80% KpynHBIX MOHOOJIACTOB C BBIPQKCHHOW IHMTOIUIA3MOH. [lamouku

neiiko3 6e3 nuddepeHunpoBku Ayapa (-).

M5B OcTpeiit MOHOGIACTHBIIM > 80% MOHOIMTApHBIX KIETOK C IpeoONaJaHHeM IPOMOHOLUTOB U

Jeitko3 ¢ quddepentupoKoit moHoIwmTOB. [Tanouku Ayspa (1).

M6 Ocrtpast spuTposeiikemMus Muenoonactsl > 30%, SpUTPONIHBIE IPEIIICCTBEHHUKH ¢ METao0JIacTaMi
> 50%. [Tamouku Ayspa (+) B 3pUTPOUIHBIX NPENIECTBEHHUKAX.

M7 Ocrpsrit OmacTel ¢ «IMMGOUIHON» MOP(HOIOTHE W OTHIHYPOBKOHM IMTOILIA3MBI,

MeTaKapuoOIaCTHBIH JIEHKO3 MmerakapuooOnactsl > 30%, AMCIUTacCTHYECKHE MerakapuouuThl. [lamouku
Ayopa (-)

[Ipumeuanue: *nanouku Ayspa — eqUHUYHbIE a3ypoduiIbHbIE 00pa30BaHuUs YAJIUHEHHON
(dopMbI B IUTOIIIA3ME JICHKO3HBIX MHEN00IacTOB (IIBETHAs BKJIEHKa 6-B)

Bapuantr OJUI auddepeHunpyloT B COOTBETCTBHM ¢  KJaccHupukanmen



EBponeiickoii rpynnsl o MMMYHOJIOTHMYecKOH Xapakrepucruke Jjeiikemuil (European
Group for the Immunological characterisation of Leukemias, EGIL) (Ta6.1. 2).
Ta6auna 2 - UmmyHoJornyeckas kiaaccupukanus OJLJI (EGIL, 1995)
OJUI T-nunuu:CD3" nuronaasMaTHuecKuii WM MeMOPAHHBIIi;
6onbmmHcTBO cayuaes: TAT', HLA-DR™, CD347, Ho 3TH MapKépbl He
UI'PAKOT POJIM B JMArHOCTHKE H KJIACCH(PUKALUA

Ipo-T-OJLJI (T I) CD7
Hpe-T-OJLJI (T 1) CD2 u/uau CDS n/uau CDS§
kopTukaapHbiii T-OJIJI (T CD1a"
1)
3peastii T-OJLJI (T 1V) CD3" mem6panubIii(s), CDla”

OJIJ B-nunuw:CD19" w/nmu CD79a” w/nmm CD22" nuroniasMaTHuecKHii;
JIKCIIPeccHsi He MeHee YeM JIBYX M3 TPEX naH-B-Ki1eToYHbIX MAPKEPOB;
doabumHcTBO caydaes TAT' u HLA-DR®, speasiii B-OJLJ - TdT

IIpo-B-OJIJI (B I) Hert 3xcnpeccnu Ipyrux Mapképos

Common-OJLI (B II) CD10"

Mpe-B-OJLJ (B 11I) nuTonIa3MaTudecknii IgM”

3peastii B-OJLJI (B 1V) Huronsiazmaruyeckuii (Cy) Ig nam slg
(kannma+ win asaMOaa+-uenn)

B 1999 roay mexayHapoHOM rpyIIoi KCIepTOB OblIa cO3/laHa HOBAs KIacCH(pUKaIUs
BO3 (momomurena B 2008 Tomy), cormacHo koropoit Bapuantel OJI muddepeHmmpyroTcs ¢
y4€TOM HX TEeHOTUINA, HMMYHO(EHOTHIIAa ¥ BO3HHKHOBEHHS TIOCJIE MPEAIIECTBYIOMEH
XUMHOpaaroTepanuu (Tadi. 3).
Ta6auna 3. Knaccudukanus ocTpbix Jeiiko3oB, pekomenayemas BO3 (2008)

OcTtpbie Muen001aCTHDIE JIEHKO03bI

OMUI, accoyuuposanustii co cmadunvno eviasnsemvimu | OMII ¢ 1(8;21) - RUNX1-RUNXI1T1 i AMLL/ETO

MPAHCIOKAUUAMU/MYMAYUAMY OMJI ¢ inv(16) — BBFB/MYHI11 u BapranTbt
Octpelii mpomMuenonurapHerii seiiko3 ¢ t(15;17) —
PML/RARA u BapuanThb

OMII ¢ t(9;11); (MLLT3-MLL)

OMIJI c t(6;9); DEK-NUP214

OMUJI ¢ inv(3); RPN1-EVI1 umn t(3;3)

OMUJI (merakapuobnactreii) ¢ t(1;22); RBM15-MKL1
OMUJI ¢ mytaHTHbIM reHOM NPM1

OMJI ¢ myranTHeIM TeHOM CEBPA

OMUI ¢ npuznaxamu muenooucniasuu.

Bmopuunwsiii OMJI (nocne npedwecmeyrouieii xumuomepanuu,).

OMUI 6e3 cneyuguueckux ocobennocmeil. OMUJI ¢ munnmManbrHol muddepeniporkoit (MO)

OMUJI 6e3 npusHakoB co3peBanus (M1)

OMJI ¢ npusHakamu co3peBanus (M2)

OcTpBIit MIETOMOHOOIACTHEIH JIetiko3 (M4)

OcTpBIit MOHOOIACTHBIN U MOHOITUTAPHEIH Jietiko3 (MS)
OcTpslil 3puTpOoUIHbIH eiiko3 (M6)

Ocrtpelii MerakapuoOacTHbIi Jieiiko3 (M7)

Ocrtpelii 6a30pUIBHBIH JIeHK03

OcCTpBIit MaHMHEN03 ¢ MUETO(PHOPO30M

Muenouonasn capkoma.

Muenouonsie nponugpepayuu, céazannvie ¢ cunopomom | TpaH3UTOPHBIN AHOMAIBHBIA MUEJION033
Hayna. MuenouHbIi JIEHKO3, aCCOMUPOBAHHBIA C CHHIPOMOM
JayHna




OcTpble JIeiiKk03b1 Heonpe/eJeHHOI JTHHHH

Ocrtperiit HenuddepeHIpoBaHHbII J1eiiko3

OJI co cmemransabM (eHoTHIOM, BCR/ABL- M03UTHBHBIN;

OJI co cmemannbM ¢erorunoM u t(11q23), peapamkuposkoit MLL;

OJI co cmemmanubM erotunoM B/muenounaustii (B/Mu), HecriennpuuupoBaHHBII HHBIM 00pa3oM;
OJI co cmemannbM GerotunoM T/muenounusiii (T/Mu), HecnenunpUIHPOBAHHbBIH HHBIM 00pa3oM;
Hpyrue peakue OJI co cMenmanHbIM (EHOTHIIOM.

Heonna3zum u3 kierok — npeamecrseHHul T- u B- iumdouutoB (ocTpsbie JuMdpodaacTHbIE JeHK0O3bI/IUMPOMBI).

B-nmumbpo6nacTHeIi Jeiiko3/mumMdoma;

B-numdoOaacTHbIN Jieiko3/muMpoma co criennduueckuMu reHetudeckumu adeppauusmu (BCR/ABL, MLL, t(12;21),
t(5;14), t(1;19), runepaumnonus);

T- mum¢oObnacTHBIHN neiko3/muMpoma.

Kinan4yeckas kapTuHa paszinyHbiXx BapuaHToB OJI JOBOJBHO CX0Ka M CKJIAJbIBACTCS
U3 TISATH OCHOBHBIX CHHJIDOMOB:  ONYXOJE€8OU  UHMOKCUKAYUU,  2UNEPNIACMUYECKO2O,
2emMoppasuyecko20, AHeMU4ecko20 U CUHOPOMA UHMEKYUOHHBIX OCIONCHEHUI.

Cunopom onyxonegoii uHmMoKcuUKayuyu BO3HUKAET B PE3y/bTAaTe€ OIYXOJEBOIO pacnaja u
OPOAYKIMKM OJACTHBIMU KJIETKAMU NpoBOCHANUTENbHbIX HUTOKMHOB (DPHO, WJI-1 u np.) u
UMEET CIEIYIOIIME NPOSBICHUS: BbIpa)KEHHAsi CJIabOCTh, IOBBILIECHHAS YTOMIISIEMOCTD,
JUXOpPaJKa WIH JUIMTENbHBIN cyOQeOpIInTeT He yTOYHEHHOTO TeHe3a, MaToJIornueckas moreps
Mmacchl Tena (6osee 10% ot Beca 3a mocinennue 6 MecsleB), BbIpaKEHHAsh HOYHAS MOTJIMBOCTb,
OCCAJITMU U MUAJITHH.

T'unepnnacmuueckuii cunopom oOyCIOBIIEH WHQUIbTpAIIMEH pa3IMYHBIX OPraHOB U
TKaHed OnacTHBIMU  KjieTkamu. [IposBrsercss reHepanu3oBaHHOW  JuMQaaeHONaTHEMH,
rernaToCIUICHOMETalInel, TUTepIUTa3ueld JeceH, MHOWIbTpauueil KOXXH B BHUJAC JICHKEMHIIOB.
Pexe oTmedaercs uWHOUIbTpAIUS JIETKUX, KUIIEYHHKA, MHUOKapaa, mnodek. OmHuM U3
AKTpaMeyJIIpHBIX MPOSBICHUN runepruiactuyeckoro cunjapoma OJl sBnsercs Hetponevxemus.
Bo3nukHOBeHHe HeWposnelkeMun oOOYyCIOBI€HO WH(UIbTpanuei JEeHKO3HBIMU KJIETKaMHU
000J104€K TOJIOBHOTO U CIIMHHOI'O MO3ra, YEPEHO-MO3TOBBIX HEPBOB MWJIM BELIECTBA 'OJIOBHOIO
Mo3ra. KinmHudeckn xapakTepus3yeTcsi MEHHHIEalIbHbIM U TUIEPTEH3UBHBIM CHUHIPOMaMHU:
rojoBHasi 0o0Jib, PBOTA, BAJIOCTb, COHJIMBOCTh. BBISABIIAETCS OTE€K AMCKOB 3pUTENBbHBIX HEPBOB,
MOKET OBITh HMCTarMm, KOCOIJIa3M€, PUTHMIHOCTb 3aThUJIOYHBIX MBI, cuMnToM KepHwra,
oyaroBas CUMTOMAaTHKAa. Y IIOJIOBUHBI NAIMEHTOB HEUPOJIEHKEMHs OUArHOCTUPYETCS TOJBKO
IpU LUTOJOTUYECKOM HCCIEAOBAHUN JIMKBOpA (XapakTepeH JIUMQOLMTAPHBIA IICOLUTO3),
KOMITbIOTEPHOM WJIM MarHUTHO-pe30HaHCHOW Tomorpaduu. Hanbonee dacto Helposelkemus
Bo3Hukaetr npu OJUI (25% cnyuaes), pexxe npu OHJIJI (5% cinyuyaeB), mpeuMyIIeCTBEHHO NPU
M4 u M5 BapuaHTax.

I'emoppacuueckuii cunopom B BHUJE TMETEXUW U DKXMMO30B Ha KOXXK€ M TOBBLIIMICHHOU
KPOBOTOYHMBOCTH BCTpeYaeTcs y MOJ0BHHBI nanueHToB ¢ OJI U nMeer MecTo, Kak MpaBuio, Ha
(doHE CHIKEHHUS 4HClIa TpoMOOmuTOB MeHee 50 x 10%1. Haubonee omacHel u BBIPAXKEHBI
reMopparu4eckue OCJIOKHEHHs] TpU OCTPOM HPOMHETOLUTapHOM Jeikoze (M3), uto
00yCIIOBJIEHO BBICOKOI yacToToil pazsutus IBC-cunapoma.

VYrHEeTeHne KpacHOro POCTKAa TIeMOI033a MPUBOAUT K Pa3BUTHIO AHEMUUECKO20
CUHOpOMA, KOTOPBI MOXET HauyaTbCsi 3a HECKOJIbKO HEZeNb [0 MOCTAaHOBKM JHarHo3a c
MOBBIIIEHHON CIa00CTH, YTOMIISIEMOCTH, IIPU3HAKOB CEPIEYHO-COCYIUCTOM HEJOCTATOUHOCTH.

[Ipumepno B 20% cmoygaeB OJI npeGrotupyeT ¢ uH@ekyuorHoeo cunopoma,
XapaKTEPU3YIOIErocsl PEeUUAUBUPYIONMMH HH(EKIUSIMHA BEPXHUX WU HUKHUX JbIXaTeIbHBIX
nyTed, KOXKH, MepuaHalbHON 00s1acTH, NMpOMeXHOCTU. MH@pekuuu Moryt ObITh pa3iudHON
npupozsl  (OakTepualibHble, TPUOKOBBIE, BHUPYCHBIE); HOCHTb CHCTEMHBIH WU JIOKAJbHBIN
xapaktep. CoueraHue HWHQEKIMOHHBIX OCJIOKHEHUH C BBIPAKEHHBIM JIEHKOLMTO30M WM
JefiKonieHnel, HeUTporneHneH, TpOMOOIIMTONIEHNEH, aHEMHEeH JTIOJDKHBI HABECTH Bpadya Ha MBICTh
0 reMaToJI0rH4ecKoM 3a00JIeBaHUU.



B meuenuu OJI gvioensaom HecKONbKO KNUHUYECKUX CIAOUIL UU NePUo00s:

Hauanvnasa (namenmuas) cmaous 0XBaTbIBa€T MPOMEKYTOK BPEMEHH OT BOZHUKHOBEHHUS
MYTallM KJIETKU-TPEIIIECTBEHHUIBI TEMOII033a 10 MOSABICHHUS KIMHUYECKOH CHMITOMATHUKU
OJI. InuTenpHOCTh 3TOM CTauU BapbUPYET OT HECKOJIBKUX HEAENb 10 6 Mec.

Cmaous pa3eepHymuixX KIUHUYECKUX NpPOSAGIeHUll (nepuod paszeapa) COOTBETCTBYET
nepBoi arake 3a00JieBaHUsI, KOHCTATUPYETCS B MOMEHT nepBUyHO AuarHoctuku OJI u amutcs
10 niostydeHus 3¢ (deKTa OT MPOBOIUMOTO JICUCHUS.

Cmaous pemuccuu — 93TO oOcllablieHue MpPOSBICHUN JEHKEMOUIHOTO Tpolecca,
UHIYyLIMPYEMOE LUTOCTATUYECKOW Tepanuei. Pemuccus ouneHuBaercs 1O  IOKa3aresasMm
nepudepudeckoit kpoBu M KM, kiMHHYECKOW cuUMITOMAaTHKe (KJIMHUKO-TE€MAaTOJIOTHYecKas
peMuccusi) W TO JaHHBIM MOJIEKYJISPHO-TEHETUYECKUX HCCIEIOBAaHUN (MOJIEKYIsIpHAs
pemMuccus).

Bbvi30oposnenue — coxpaHeHUe TOJTHON KIMHMKO-TEMAaTOJIOIMYeCKOW M, YTO Hamboee
Ba)XHO, MOJICKYJIIPHO-T€HETHUECKON pEMUCCUU B TeUeHHE 5 JieT u boee.

Tepmunanvnas cmaous KOHCTaTUPYETCS MPH HEAIPPEKTUBHOCTH MHOTOYHMCICHHBIX
KypCOB XHUMHUOTEpANuu, MPH HEYKIOHHOW MPOrPEeCcCHH OIYyXOJEBOr0 pOCTa M Pa3BUTUU
MOJIMOPTaHHON HEJJOCTATOYHOCTH.

Peyuoue — Bo3Bpar neiiko3Horo mpouecca. J(uarHoctupyercss mpu OOHApY>KEHUU B
nynkrare KM Oonee 5% OnacTHBIX KIETOK WIM IPU BHEKOCTHOMO3TOBOM JIEHKEMHUYECKOM
uHuIbTpauu. PenuauB cuuTaeTcss paHHUM, €CIM OH BO3HHMK B T€UEHHME MEPBBIX O MecCAIeB
peMHCCUH, TIO3THIUM — TIOCIIe 2 JIET PEMHUCCUH U OOBIYHBIM — B T€UEHHE OoJiee 6 MecsIeB mocie
noctkeHus: pemuccuu. Ecnu peunaus OJI HacTynui moclie HMEepBOM PEMUCCHH, TOBOPST O
nepBoM perpanee 3aboneBanus (peuuaus |), ecim mocie BTOpol peMHCCHH, TOBOPSIT O BTOPOM
permause (peuuaus I) u Tak ganee.

B 3aBuUCHMMOCTH OT JIOKaIM3alMM PEIMIUBBI IOAPA3ACISAIOT HAa KOCTHOMO3TOBBIE,
BHEKOCTHOMO3TOBBIE 1 KOMOMHUPOBAHHBIE.

W3onupoBanHble KOCmMHOMO3208ble peyuoussbl COCTaBIOT 10 80% ciydaeB OT yucia
BCEX PELUANBOB.

N3onmupoBaHHbIE HEKOCMHOMO3208ble  (IKCmpamedyiisapHule) peyuousvt B 5-11%
ciydaeB nokanm3ywoTces B IUHC, B 3-7% — B Tectukynax. [pyrue skcTpamenyiisipHbIe
MOPAKEHUsI BCTPEUAIOTCS KpalHE PEIKO M COCTaBistoT MeHee 2,5%. Tak, omucaHbl ciydau
penkux peruauBoB OJUJI ¢ orcyrcTtBuem GnactHbiX kieTok B KM u nukBope: peunaus OJIJI B
IUIEBPAJIHOW TIOJNIOCTH; B KOCTSX Ta3a, OpOHWTE; B BHJE MapacHUHAIBLHOTO OIyXOJEBOTO
0o0pa30BaHus, CHABIMBAIOIIETO IUIEYEBOE HEPBHOE CIJIETEHHUE; SUYHMKAX; MAaTKe; MOJOYHOMH
xKeJe3e; KOKHBIX MIOKPOBaX; B TMOYKE.

Kombunuposanuvie peyuouswvi ¢ nopaxenueM KM n ITHC w/mim simdex BcTpedaroTcs
penko u npeumyiectsenro mpu OJIJI.

JlabopaTopHasi IMarHOCTHKA OCTPBIX JICHKO30B.

Kapmuna nepugpepuueckoii kposu

AHeMHus HOpPMO- WJIH MakKpoIuTapHas (pexe), HOPMOXpOMHas, TUIIOpereHepaTopHasl.
CreneHp TSKECTH aAHEMUHU BapbUpyeT OT JIETKOM /0 TSDKENIOH, CO CHM)KEHHUEM YPOBHS
reMoryioonHa naoraa Mmenee 50 r/i.

B GonpmmHcTBe cnyuyaeB (50 — 79%) nabmromaetcs setikoyumos pa3sHou creneHu: 10—
200x10%1. B (opmye KpoBH — pE3KHil CIBHI BIEBO O ONACTHEIX KIETOK, HMPHCYTCTBYIOT
3penble  KIETKH TIPU OTCYTCTBHHM CO3PEBAIOIINX OJIEMEHTOB (ICHKEMOWIHOE 3USHHEY).
brnacTHple KIETKM XOpOIIO BHJIHBI TOJNBKO B TOHKHX Ma3KaxX, XapaKTepU3YIOTCS
nonuMopdu3mMom, artumnuer (ypommsas (opma sigep, OTCYTCTBHE W yBEIHUYEHHE SIIPHIIICK,
HaJIM4Me 3epHUCTOCTH, Bakyonu3aius). Hanuune azypoduiabHON 3epHUCTOCTH U Manovek Ayspa
B KJIETKax mpucymie it MuenoomactoB. B 30-50% ciydaeB KOJMYECTBO JICHKOIIMTOB B HOPME
WM CHUXKEHO, 6J1acThl B (hOpMYJie OTCYTCTBYIOT WM €TUHUYHEIE.

TpoMOoIMTOTIEHNST  Pa3IMYHON  CTETEHH, OCOOEHHO XapakTepHa IJIsi  OCTPOTO
poMuUenoIuTapHoro Jerikoza (M3). B 1 — 2% cimyuaes mpu OMJI HabmtoaeTcst TpOMOOIIUTOS.



PeTukynonuTel, Kak MpaBuiIO, CHIKEHBI.

COD yBenuyeHa.

HeoOxonumMo OTMETHTb, 4YTO TMEPEUMCICHHbIC BBIIIE HW3MEHEHHUs I[IOKazaresei
reMOrpaMMbl MOTYT BCTPEYaThCs B aOCONIOTHO JHOOOM coueranud. llpubnmmsutensHo B 6%
ciydyaeB uHunuanbHble mnposiBieHus OJIJI B gerckom Bo3pacte 1O JaHHBIM — aHajiu3a
nepuepuyeckoil KpOBH XapaKTEPHU3YIOTCS HCKIIOYUTENbHO JuMdorurozoM. llosTomy, mpu
HAJIMYUU KJIMHUYECKHX CHMITOMOB, XapakTepHbix g OJI, pgaske mpy HOpMaJbHOM aHAIH3e
nepudepuyeckord KpOBH, CIEIyeT 3amo03puTh M UCKIouuTh OJI myTem ucciienoBaHUs
KOCTHOMO3TOBOI'O ITYHKTATA.

Kapmuna kocmnozo mosea

Jlns yCcTaHOBJIEHUS JAMAarHo3a «OCTphIM Jerko3» uccaenoBanue KM spusercs cTporo
o0s3arenbHbIM. OTMeuaeTcs TOTalbHas WM CyOTOTanbHas OnactHas wuHpuibTpanus KM.
Mesxynapoanblil nmopor nuarsoctuku OJI — 6onee 20% 6sacto 8 KM (BO3, 2008).

Humoxumuueckue  uccnedoeéanus  TO3BOJSIIOT  XapaKTEpU30BaTh  JIMHEHHYIO
HaIpPaBIeHHOCTh NU((PepeHITNPOBKH JIEHKO3HBIX KJIETOK M OMpeneiuTh e€ creneHb. Hanbomnee
YacTO MCHOJIB3YIOTCS CIEAYIOINE peakuu: 1) BhIABICHHE MHEIONEPOKCHIA3bl U/WIIH JIUITUI0B
B PEAKIMU C CyJaHOM YEpHBIM; 2) UCCIIEIOBAHUE AKTUBHOCTU HECHEIU(PUUYECKHX ICTepa3 —
anbda-HadTumanerarIcTepaza u/vm anbda-mapTundyTupaTIcTepasa c OIICHKOU
YyBCTBUTEIBHOCTU K MHTHOMpoBaHuio ¢ropuaom Hatpus; 3) PAS-peakius Ha rimkoreH; 4)
BBISIBJICHHE KHCION (pocdaTasbl.

[TonoxxurenpHas peakius OJACTOB Ha MHUEIONEPOKCUIA3y W JIUMUJIBI CBUIACTEIHCTBYET
00 WX TMPHUHAUIKHOCTH K MUeTougHOW duHUU auddeperunpoBku, PAS-peakuus mnpu 3ToMm
Hocut auddys3ueiid xapakrep. [Ipu OJIJI y Bcex TumoB numMdoOIacTOB peakiuu Ha JTUMUBI,
MUEJONEePOKCHIa3y, Hecenn(PuIeckyo 3cTepasy SBISIOTCS OTpUIarenbHbIMH, PAS-peakims
MOJIOKUTENbHA C TPAHYIAPHBIM THUIIOM OKpallBaHus. BelsBieHne Hecrienn()uueckoil scTepasbl
(4yBCTBUTENBHON K (TOopuy HaTpusl) yKa3blBaeT HA MOHOLUTAPHYIO IMPUPOAY JIEHKO3HBIX
kietok. Ompenenenue kucioi (ocdartazpl MoxkeT ykaspiBaTh Ha T-xierounsii OJUJI (90%
ciydaeB) win Ha M3-Bapuant OMJL.

Hmmynogpenomunuposanue knemox KM. ImmyHopenotunuueckass nuarsoctuka OJI
OasupyeTcsi Ha BBIIBJICHUM SKCIPECCHUM OJACTHBIMH KJIETKaAMHM JMHEHMHO-CHEU(PUUHBIX U
CTaguIHO-CIeNU(UYHBIX MapKepoB (KJIAacTepoB IU(PQHEPEeHIIMPOBKH), MO COBOKYIHOCTH
KOTOpPBIX MOYXHO YCTAHOBUTbH JIMHEHHOE MPOUCXOKIEHHE WU CTENeHb AUPPEepeHInpPOBKU
JIEHKO3HOTO KJIOHA (CM. Ta0I1.2).

Iumozenemuueckue uccnedoéanus BHIBISAIOT aHOMAJIMM KapuOTHNA (YHUCIIOBBIE U
CTpyKTypHBIe) ipuMepHO Y 60 — 80% Oonbubix OJI. Hanmuume Tex WM MHBIX T€HETHYECKHX
abeppaluii BIusSeT Ha TEYEHHUE U IPOTrHO3 pa3uuHbIX BapuantoB OJI.

Monexynapno-zenemuueckue  uUCci1e006aHusa  SIBIAIOTCA ~ 00s3aTENbHBIMH U
WCTIONB3YIOTCS ISl UACHTU(UKAIIMU KIIIOUEBBIX TeHOB, BOBJIeUeHHBIX B marorenes OJI, a Takxke
paccMaTpuBarOTCS KaK OCHOBHBIE METOJIbI BEpU(PHUKAIIMU MOTHOTO BBI3IOPOBICHUS U KOHTPOJIS
3a TeYEHHEM MHUHHMalbHOUM octaTouHOU Oone3snu (MOB). BrisiBneHne reHeTH4ecKuX MyTalui
no3BouigeT yTouHuTh Bapuant OJI B cooTBeTcTBHM ¢ Kiaccudukanueir BO3 u oneHuTh Mporos
TedeHUs 3a00JIeBaHMs.

Jombanenas  nynkyus. llpoBeneHue JAHMATHOCTUYECKOW  JIIOMOQJIBHOW  MYHKIIUH
Heo0XouMo Mpu HHUIKANbHOM quarHoctuke OJIJI ¢ nenbio uckimoueHus Heliponeiikemuu. [pu
HEWpoJNIeUKEMUH B IMEpeOpPOCIMHAIIBHOW  JKHJAKOCTH  HaOmrojgaeTcss  BapuaOelbHBIN
auMbonHTapHbIN MmIeonuTo3 (06sraHO oT 100 10 300X106/ﬂ) U OTpEeIeNAI0TCS OIacTHBIE KIETKU
B KommdecTBe Gomee 5x10%/1 (5 u Gonee B 1 Mm°).

OcHoBHble HanpaBJieHust Tepanuu OJI:

nporpammHas nonuxumuotepanus (I1XT);

JiedeHre U mpopUIaKTHKa HeUpoIeHkeMuu;

aimorennas TI'CK;

BCIIOMOTaTeNbHas (COMPOBOAUTENbHAS) TEPATTHSL.




OcHoBomonaratormum B jedeHun  OJI  sBhsieTcss  mpuMeHEHHE  MPOTrPaMMHOMN
UTOCTaTHYeCKOW Teparmuu. Jledenwe Bcex BapuanToB OJI mpoBoauTcs ¢ 00sS3aTebHBIM
COOJIFOJICHHEM CIICAYIOIIMX JTaloB: HMHAYKIUS PEMHUCCHUH, KOHCOJHMIAIMS PEMUCCHH U
MOJIJIEP>KUBAIOIAs Teparusl.

Jleuenune OJIJI u OHJIJI mpoBoauTtcst o mpuHUMNUAIBHO pa3nuuHbiM cxemaM [IXT c
Y4E€TOM 4YyBCTBUTEIBHOCTH ONacTHBIX KkieTok. OOmas UIMTEIbHOCTh MPOTrpaMMHON
uuroctatuueckoit repanuu OJI cocrasnsier 2-2,5 rona.

OCHOBHBIMHU TpenapaTaMy, HCHOJIb3YEMbIMU i JieueHusi Bcex BapuantoB OHJLI,
SBIISIIOTCSl LIMTO3MH-apaOMHO3uA (IMTapaOuH, IUTO3ap) B KOMOMHALMU C AHTPAIMKINHAMH
(pyboMunviH, aapubIacTUH, WAAPYyOUIIMH, MUTOKCAaHTPOH). ba3ucHas cxema — kypc «7+3» u
«5+2»: murapadbun 100-200 mr/m%/nens X 7 (5) nueit MpoouKUTENbHAS HHDY3Us (WiH 4/3 1249)
+ anTpaukianH 0oarocHo X 3 (2) mus (mayHopyOummu 45-60 Mr/M° Wi unapyourua 10-12
mr/v’ wm MUTOKCaHTpoH 10-12 mr/m?). B daze WHAYKOUH 10 JOCTHKEHHUS PEMUCCUU
npoBoautcs 1-2 kypca. B ¢daze koncommmamuu npoBoamtcs 3-4 Kypca Tepamnmvd IIUTO3HH-
apaGuHO3mI0M B BhICOKHX 103ax (HIDAC) — riurapabus 3 r/m° B/BenHo 2 pasa B cyTku 1,3,5,7
ITHU, TIPOBOJMMEBIE Yepe3 JIBe HEAeNH MOociie BOCCTAHOBIEHHS IOKaszarenei mnepudepudeckoin
KpoBH. B kauecTBe KOHCOIUANPYIOIIEH TEPAIIUU MOKHO IPOBOJUTH HECKOIBKO KYpCOB «5+2».

[Ipu ocTpoM MNPOMHUETOLUTAPHOM Jieiiko3e K Oa3MCHBIM CXeMaM XUMHOTEparuu

M00aBISETCSl TApreTHBIM MpemapaT - MPOU3BOJHOE IUC-peTHHOEBOW KuCIOTEI — ATRA
(Becanoun). IIpu OMII c¢ wmyrauumeir — FTL3-uHrubutropsl TUPO3MHKUHA3BI (TJIMBEK,
HUJIOTHHHO).

OcnoBoil xumuotepanuu OJIJI Ha 3Tane MHAYKIMM PEMUCCHM SBISETCS KOMOMHAIMSA:
BUHKPHCTHUH, MPEIHU30JIOH, aHTPaluKInH, L-acnaparnnasa, nukiaodocdan B BHIIE Pa3INIHBIX
cxeM wuimn «OnokoBy». IIporokonst IIXT BriIOYaroT TaKXke LMUTO3UH-apaOUHO3MI, 6-
MEpPKaNTOIypuH, 3TONO3UA U ero aHanoru, merorpekcar. [Ipu OJUJI ¢ 1(9,22) npucoenunstor
UHTHOUTOPHI TUPO3UHKHHA3BI (ruBeK). [Ipu B-kxnerounsix OJIJI nHasHauatoT B-kineTouHsbie
MOHOKJIOHaJIbHBIE aHTUTeNna (Madrepa u np.). B nmporpammel Tepanuu T-KIIETOYHBIX BapHaHTOB
OJUI BkmtouatoT HenapOuH, GOopoae3HH.

ITporpammel IIXT MOCTOSHHO COBEPIIEHCTBYIOTCS € LIEJIBIO JOCTHKEHHUSI MAaKCUMAJIbHO
JUINTENIbHOW Oe3pelnMBHON BBDKMBAaEMOCTH mHauueHToB, cTpagaonmx OJI. CymectByer
Heckosibko nporpamm IIXT OJIJI, pazpaboTaHHBIX TeéMaTOJIOIMYECKUMU HAayYHBIMH IIEHTPaMHU.
HauOonee 3HaunMoil B Hamieill crpane sBisercs nporpamma ais jedeHus OJUJI y nereit u
B3pocibix 10 29 net — ALL-MB («MockBa-bepauny»)/

Annozcennas TI'CK npun OJI noka3ana nmanueHTaMm U3 IPYINIBI BBICOKOTO PUCKA B IIEPBOU
peMUCCHH, a Tak)Ke MalKMeHTaM ¢ peUUAUBOM (B BO3pacTe He cTapuie 55 JIeT U Npu HaJu4uu
THCTOCOBMECTUMOTO JIOHOPA).

Baxupiv  momenTtom B sedeHun OJI  gBnsgercs HeoOXOOUMOCTb  IMPOBENEHUS
MOJTHOLIEHHON BCHOMOTraTelbHOW (COMYTCTBYIOIIEH) TepamuM, KOTopass HampaBleHa Ha
npoUIAKTUKY U JieueHue ociaokHeHul kak camoro OJI, Tak U OCIOKHEHUHN IUTOCTAaTHYECKOMN
TEPAINH.

K ocHogHbIM KOMNOHEHmMam 6CnOMO2ameNbHOU mepanuy OMHOCAMC:

- obecrieueHre CoCyIMCTOro JI0CTYIa;

- mnpoduiakTHKa CHHIpOMA JIM3MCa OIYyXOJM: MacCHUBHAs HH(Y3HMOHHAs Tepamnus
TJIFOK030-COJIEBBIMU pacTBOpamMu 2,3-3 v, (bopcUpOBaHHBIN AUYype3, ATIONYPHHOIL;

-TpaHcdy3uu TPOMOOIIUTAPHOM MacChl TPH TPOMOOIIUTONIEHUN MEHEE 20,0x10%/x;

-TpaHc(y3uu SpUTPOLIUTAPHON MacChl IPU yPOBHE reMorioouna meree 75-80 1/i;

- KOPPEKIIHS 3JIEKTPOIUTHBIX HAPYIICHHUI;

-KOPPEKLMS KOaryJsIMOHHBIX HAapYLIEHHWI: CBEXE3aMOpPOKEHHAs IIa3Ma, relapuH Mpu
TUIEPKOAryJISIIIUK, HHTUOUTOPHI IPOTE0IIN3a;

-npounakTuka  MHQEKIUOHHBIX  OCJIOKHEHMH  (CEeNeKTHBHAasg  JEKOHTaMMHAIUS
KMILIEYHHKa, 00paboTka NOJOCTH pTa M T. [); JeuYeHHe HWHEOEKIHOHHBIX OCJI0XKHEHUN
(anTHOaKkTEepUaibHAs TEpamusl C YYETOM YYBCTBUTEIBHOCTH MHUKPOQIOpPHI, BHYTPUBEHHOE



BBE/ICHUE UIMMYHOTTIO0YJTMHOB);

-JICYEHNE MUEJIOTOKCHYECKOTO arpaHyyIonuTo3a (CM.Ti.23).

CoBpeMeHHBIE MPOrPaMMBI ITUTOCTATUYECKOW TEpaluH TO3BOJISIOT TOOUTHCS CTOMKOM
pemuccun Oonee 5 ner y nereit ¢ OJUUI B 85% cnyuaes, y nmereit ¢ OMJI — B 50-60%. Y
B3pocibix S-netaue pemuccuu npu OJUJI u OMII nocturatorcs y 25-40% manuieHTOB.

3.Xpouuyeckuii muenoseikos (XMJI) —muenonponudepaTuBHOE 3a00JI€BaHHE,
BO3HUKAIOLIEE B  PE3yJdbTare MYTAllMM  T[EMOIOATHYECKOM  CTBOJOBOM  KJIETKM U
XapaKTepu3ylolieecs MPEUMYIIECTBEHHOW mpoiudepanneid  CO3peBalOIIUX U 3PEIbIX
HEUTpoUIBbHBIX TpaHylomuTOB. XMJI sBiseTCs caMblM paclpoCTPaHEHHBIM M3 BCEX
MuenonpoiardepaTuBHbIX 3a0oneBanuil. Ha ero gomo mpuxonutcst okoso 15% Beex J1eHKO30B.
3aboneBaeMoctb XMJI cocraBiser ~ 1,0 — 2 Ha 100000 yenoBek B roja U OCTaeTcs NPAKTUYECKU
cTaOWIbHON Ha MpoTshkeHuU nociaeanux S0 jer. XMJI penko BcTpeuaercs y jmi Moioxe 18
JeT, MOJIOBUHA NAIMEHTOB 3abosieBaoT B Bo3pacte 30-50 ner. Myxuunsl ctpagator XMJI
HECKOJBKO dare, 4eM >keHmuHbL. Y aereir XMJI cocrasiser 1,5 — 3% Bcex IeTCKUX JIEHKO30B.

B »tnomornn XMJI nokaszaHa Beaymias poJib MOHM3UPYIOIIEW paaudalvM, NPU 3TOM
JATEHTHBIN Tepuoa MoxkeT Koziebatbcs oT 4 no 11 ner. HecomHeHHYIO poJib MOTYT WUIpaTth
HEKOTOpbIE XMMHUECKHUE areHThl, B YACTHOCTH, O€H30J1.

Ilamozenes XMJI o0oO0ycnoBiieH 370KaueCTBEHHOW TpaHcdopmalmeid CTBOJIOBOM
KPOBETBOPHOW KIJIETKH, COXPAHSIOUICH CIIOCOOHOCTh K JAU((HEpeHIUPOBKE M CO3PEBAHMIO O
3peNbIX KIETOYHBIX 3JEMEHTOB. XPOMOCOMHBIM MAapKEepOM OIyXojieBoro kioHa mpu XMJI
spisiercs  pumagensduiickas xpomocoma (Ph-xpomocoma). Ilaromormdeckas Xpomocoma
oOpa3yercsa B pesyinbTare TpaHcinokanuu t(9;22)(q34;q11). Ilpu sToM HPOUCXOAMT IMEPEHOC
npotooHkoreHa c-ABL u3 oObl4HOro moJsiokeHHst Ha 9-i XpoMOcOME€ B pacIOJIOKEHUE TeHa
BCR na 22-i1 xpomocome. I[Ipoaykrt atoro xumepnoro reaa — 6emnok p210ABL, o6nagaet 6omee
BBIPQKCHHONW THPO3MHKMHA3HOM aKTUBHOCTHIO, ueM HopMaibHbI Oenok P145ABL. Hanuuue
Ooenka pP210ABL akTtuBupyeT O€NKOBBIA Kackal, KOHTPOJUPYIOUIUH KIETOYHBIA MK,
BCJICJICTBHE YETO JEJIEHHE KIJIETOK YCKOpSIeTCs, HapyIIaeTCsl KOHTPOJb Haj mposudepanueii u
aronTo30M, M MPOUCXOAMT OITyXoJieBasi TpaHchopMalls MUEIOUIHBIX KiIeToK. Kpome Toro, ren
BCR/ABL mnonasnser penapanuio JIHK, BbI3bIBas HEyCTOHYMBOCTH TeHOMa W jejiasi KICTKY
Ooslee  BOCIIPUMMYMBOW K  JajbHEHIIMM TEHETHYeCKUM  MytaimsMm. Ph-xpomocoma
OoOHapyXHUBaeTCsl BeCh IMepHoJ O0JIE3HM W MPUCYTCTBYET BO BceX KieTkax kpoBu U KM: B
KJIETKaX TPaHyJIOLUUTAPHOTO U SPUTPOUTHOTO POCTKOB, B MErakapuomuTax, B-numdonurax. 3to
00BsCHSIET pa3HOOOpa3ue KIETOYHBIX BAPUAHTOB OJIACTHOTO KpH3a.

CrnenyeT OTMETHTbh, YTO aHaNOTWYHas TpaHcimokarus t(9;22)(q34;ql1) ompenensiercs y
yactu OonbHbIX OJIJI M y OONBHBIX XPOHHUYECKUM HEHUTPO(UIBHBIM JEHKO30M, OJHAKO
CUHTE3UpYeMbIi XuMepHbIi 6enok apyroit — P190ABL u p230ABL cooTBEeTCTBEHHO.

Kiannnuyeckue mnposiBienuss XMJI  00ycroBieHB  CHHAPOMOM  OIYXOJIEBOU
MHTOKCUKAIlMM W MMEJIOUJHOM MeTamja3uu Cele3eHKU (TOSBJICHUE B CEJIE3€HKE KIIETOUHBIX
3JIEMEHTOB, OOBIYHO PUCYTCTBYIOIIUX TOJIBKO B KPACHOM KOCTHOM MO3T€).

B 3aBucuMocTM OT cTaguM TPOTPECCHUpOBaHUs 3a00JeBaHUS, BBIPAKEHHOCTH
KJIMHUYECKUX CHUMIITOMOB, U3MeHeHul B nepudepuueckoit kpoBu 1 KM BeiaenstoT Tpu ¢azbl
XMIJI: xpoHndeckyro, akcenepanuu U 0J1acTHOTO KpH3a.

Kpumepuu nepexooa xponuuecxoii cmaouu XMJI 6 ¢hazy axcenepayuu (BO3, 2008):
JEMKOLMTO3 — MPOTrPECCUPYIOIINI, PE3UCTEHTHBIN K Tepanuy;

TPOMOOIIMUTOTICHHS] MEHEE IOOXIOQ/J'I, HE CBSI3aHHAs C TEPANUEN;

TpomGormTo3 Gosee 1000x 10/, pedpakTepHsiii k Tepanuu;

6nactel B epudeprueckoit kposu mwim KM 10 - 20%);

CIUIEHOMETaJINs — Iporpeccupyronas u pedppakTepHas K Teparuu;

MOSIBJICHUE JOTMOJHUTENbHBIX IUTOT€HETHUYECKUX aHOMAJIHH.

Koneunas ¢aza XMJI — 6aacmusiti kpu3, 10 CBOEH KIMHMKO-T€MAaTOJIOIHYECKON
MaHHM(]ecTallMl COOTBETCTBYET KapTHHE OCTpOro Jieiiko3a. 3abosieBaHue MpHOOpeTaer
BBIPQXEHHOE 3JIOKAYECTBEHHOE TEUEHHUE: JIMXOpPaJiKa, MPOrpeccupyrollee MUCTOleHHe, 0OIu B



KOCTSIX, TeMOpparnuecKue U aHeMUdeckue mposiBieHus. VH(MEKIMOHHBIE OCTOKHEHUS UMEIOT
HENPEPBHIBHO PEIUAUBUPYIOMIUNA XapakTep. Pa3BuBaloTCS HEKPOTHUECKHE IMOPAKEHUS KOXKH,
CJIM3HUCTBHIX 000JI04eK (HEKPOTHMYECKas aHTMHA, PHTEPONATHA, MAPANPOKTUT U JpP.), BO3MOKHO
NosiBJICHHE TUM(aIeHONATHH.
Kpumepuu pazsumus dracmnoeo kpuza (BO3, 2008):

o >2(0% OnacTHBIX KJIETOK B nepudepuueckoit kpou u/unu KM;

e HKCpamenaynspHas OiacTHas nponudepanus;

® BBIsBIsiEMAasi TUCTOJIOTHYECKH OnacTHast nHGuibTpanus KM.

[Tpupona xknoHOBOH mponudepauy 6JaCTHOTO KpHU3a YCTAHABIMBACTCS IUTOXUMHYECKH
U C TIOMOIIIbIO MOHOKJIOHANIBHBIX aHTUTEN. Yare Bcero Habmoaaercs tpanchopmanus 8 OMJI, B
15% cnygaeB XMJI peructpupyroTcst TMMQPOUTHBIC BAPUAHTHI 0JIACTHOTO KPHU3a, a B OTACITHHBIX
CIIy4asiX ONpEAENsIoTCA KaK MHUEJOUJHBIC, TaK U JUMQOUHBIE OJIaCTHBIE AIEMEHTHI (OCTPBIN
JeUKO3 co cMemaHHbIM GeHoTuriom). IIpoaomkurensHoCTh 310 (a3sr — 3 — 6 mec.

Junarnocruka XMJIL.

Kapmuna nepugpepuueckoii kposu

B xponuueckyio gpazy:

® JICUKOIMTO3 (BBIIIE 20-30x10%/1, usorna Goxee 100x10%/1, B equHUYHBIX ciIy4asix — JI0

500x10%);

e HeliTpoduies, CABUT BIEBO JO MPOMHUEIOLUTOB, €AUHUYHBIX 0JIaCTOB;

e no3uHOWIMA W/mim 6azodumms (303uHOGUIBLHO-0a30(HIIbHAS acCcOIUAIUs), TPH ITOM
00JbIIOE KOJTMYECTBO 0a30()HIIOB B MOMEHT JUArHOCTHKH — IJIOXOW MPOTHOCTUYECKUUN
NpU3HAK; MOP(HOJIOTHS TPaHyJIOLUUTOB CYIIECTBEHHO HE N3MECHEHA,;
reMOIJIOONH B HOpME, TI03)K€ — HOPMOXPOMHAs aHEMUS;

SPUTPOLIUTHI, KaK MPABUIIO, HE H3MCHECHBI;

HOPMOOJacTO3 (0OBIYHO Y OOBHBIX ¢ PE3KO YBEITUUCHHOHN CEJIC3EHKOM );

TPOMOOIIUTEI B HOPME, WX YBEIUYCHHE WM CHIDKEHUE — IUIOXOW MPOTHOCTUYCCKUH
MPHU3HAK, KOTOPBIA MOXKET OBITh MIEPBHIM MPOSIBIICHUEM MUESIOUAHON Tiposdepanuy;

e (COD B HOpME.

B cmaouu axcenepayuu x BhileIepeYHCICHHBIM MPU3HAKAM TMPHUCOEAUHSIOTCS aHEMHS
(HOpMO- WM TUNEPXPOMHas), H3MEHEHHEe MOp(OJIOTMH TpPaHYJOLMTOB  (CHUKEHHE
crenupuIeckod 3epHUCTOCTH, BaKyOIW3alMs sapa U IUTOIIa3Mbl, MOTUMOpPhU3M sep),
YBEJTUYUBAETCSL KOJM4ecTBO OyiactoB (Oonee 5%,) TpomOouuToneHus (MeHee 100x10%/n wm
TpoMOouuTo3 (bonee 1000x10%x1).

B ¢haze 6racmuoco kpusa xapakrepHa HEUTPOIICHNUS, TIOBBIIICHUE COAEP)KaHUS 0JacTOB
6omnee 20%, BeIpakeHHAass TPOMOOIIMTONCHUS; KapTHHA KPOBH MOXKET HaloMUHaTh kapTuHy KM
(Muenemusi).

Hccnedosanue kocmnozo mosza

Ivaxnuas KM npu nanimansHoi guargoctuke XMJI saBiserca crporo o0s13aTeIbHOM.
Kpome Toro, koHcTaramusi TpPOABUHYTHIX CTaauii (mporpeccuu 3abojeBaHus) TpeOyeT
MOBTOPHOTO MoOpdosiornueckoro ucciaegoBanusi. KM TUmepkieTouHbIi 3a c4eT npeobiagaHus
KJIETOK TPaHyJIOIIMTON033a (CO3PEBAIOIIMX H 3PEIIbIX), JEHKOIPUTPOOIACTHIECKOE COOTHOLIIEHHE
— Oomee 4:1 (unorma 10-20:1). B panneit cramgum 3a0ojieBaHHS BO3MOXKHO COYETaHHOE
YBEJIMUEHHUE COJEpKaHUs 203UHOPHUIOB U 6a30¢mioB. KonnuecTBO 3pUTPOKAPHOIIMTOB B HOpME
WIA OTHOCHTEIBHO CHIDKEHO, TIOCTETICHHO Pa3BHBACTCS yrHETEHHe 3puTporodsa. Coaepkanue
MEraKapuoIMTOB B Havale 3a00JIeBaHUs HOPMAIIbHOE WM JIa)Ke TMOBBIICHHOE, B TEPMUHAIBHOMN
CTaJ¥ CHIDKAeTCs. biiacTHBIE KIIeTKH Ha HavYaJ bHBIX CTanusX 3aboneBaHus — He Oonee 5%, mpu
MPOTPECCUPOBAHUHU UX COJEpKaHME yBenuuuBaeTcs. [Ipu KonmuecTBe OIACTHBIX KJIETOK Oolee
20% nuarHoctupyercs cTaaus 0J1acTHOTO KpH3a.

B CIOXHBIX JHArHOCTHYECKHMX CIIy4asiX TMPOBOIUTCS mMpenanoouoncus, TPH ITOM
OTMEUAETCsl YMCHbBIIICHNE KUPOBOH TKaHHW, NCTOHYCHHE KOCTHBIX OAJIOK, THIIEPIUIa3Us KIETOK
TPaHyJIOIUTAPHOTO PAA.




buoxumuueckuii ananuz kposu. OTMEUAETCS] YBEIUYEHUE YPOBHS MOUYEBON KHCJIOTHI B
CBIBOPOTKE KpPOBH, OOYCIIOBJICHHOE JIM3UCOM OIYXOJEBhIX KIETOK (OTpaskaeT CTeleHb
uHTOKCHKamu), aktuBHoctu JIJII. IloBeImieHO coaepkaHue KoOallaMWHA W TUCTAMHHA B
iasMe.

Lumozcenemuueckue uccredosanusi UCTIONIB3YIOTCS Uil oOHapyxeHus: Ph-xpoMocoMsl,
KOTOpas sBJsieTCs crenupruueckuM MapKepoM OIyxoJieBoro kioHa rnpu XMJI u onpenensercs y
95% mnanuenToB. Paza akcenepalMM XapaKTEpU3YETCsl IOSIBICHHEM HOBBIX XPOMOCOMHBIX
abeppauuii y 50 — 80% nanuienToB. i MUEIOUAHOTO GJIACTHOTO KpH3a XapaKTEPHO MOSIBICHUE
JIOTIOJTHUTENBHBIX Komuii Ph-xpomocomsel, anomanuit 8 u 17 xpomocom. [lns naumdouanoro
0JIaCTHOTO KpH3a XapaKTepHbl aHOMAIIUU 7 XPOMOCOMBI.

Monexynapno-6uonoeuveckue  ucciedosanus  WUCIONB3YIOTCS Il OOHapYXKEHUs
xumepHoro rena BCR/ABL, a Takxke cnemudpuueckoro Oenka p210. Ilpumepno y 5-8%
NAIMEeHTOB C TUIMYHBIMUA KIMHUYECKHMMHU TposiBieHusMu XMJI He ynaercst obnapyxuts Ph-
xpomocomy (Ph-meratuBnpiii XMJI), HOo mnonoBuHa u3 HuxXx umewtr BCR/ABL-ren (Ph-
HeratuBHbIi, BCR/ABL-no3utuBHbIil XMJI).

Huaznocmuyeckue kpumepuu XMJI.

Ilpedsapumenvuoie:

Knunudecku — CUMOTOMBI OITyXOJIEBOM MHTOKCUKALIUU, CTUIEHOMETaHs

HeliTpodunpHblii 1€MKOLKUTO3 CO CABUIOM /10 IPOMHENIOUTOB, EAMHUYHBIX OJaCTOB

D03uHODUITBHO-0a30(PHITbHAS ACCOITUAITUS

TpomboruTo3

Okonuamenvhule

e Muenounnas runepiuiazus KM (6macto3 menee 10% B xponudeckoit daze, 6onee 10% B
daze akcenepanuu, 6osee 20% 61aCTOB + MPOMHUETOLUTOB B OJIACTHOM KpHU3e).

e Hamuune Ph-xpomocomsr w/unu rena BCR/ABL u/unu 6enka p210.

Ocnosnvle nanpasnenun mepanuu XMJI:

aimorennas TI'CK;

TapreTHas Tepanusi: HTuOUTOPBI TUPO3UHKUHA3BI (MMAaTHHUO, 1a30THHUO);

LUTOpPEAYKTUBHAS TEPaIus;

CUMITOMaTU4ecKas Tepanus

[Ipornoz mnpu XMJI, Onaromapsi HCHOJIB30BAHUI0 WHTHOUTOPOB THUPO3HMHKHUHA3HI,

3HAYUTEIBHO YIydlIHiIcs. BeokuBaeMocTs nanueHToB 6osee 6 et cocrapiser okoiio 80%. B To

BpeMsI KaK JI0 «3pbl UMAaTUHNOA» MATUIIETHSS BBDKUBAEMOCTh cocTaBisiiia He Ooiee 70%.

4 Uctunnas mnouuuutemuss (MII) (oputpemus, 0oae3ns Bake3a-Ociiepa) —
MUENONpoIrQepaTuBHOE 3a00J€BaHKE, XapaKTepU3yIoleecss HU30BITOYHBIM SPUTPONOIZOM B
OTCYTCTBHE (PU3MOJIIOTUYECKUX CTUMYINOB. 3aboneBaemocth UII coctaBmser ~ 1 wa 100000
HaceneHus. Cpemgnuii Bo3pact manueHToB — 50-60 ner. B Bospacre mmamme 40 mer UIIT
nuaroctupyercs B 5% cinydaeB. Heckonbko vame MIT Bcrpedaercs y KEHIIUH, Y€MY MYKYUH
B cooTHomenuu 1,2:1.

Otnosnorus 3a0oJeBaHMs OCTaeTcs HE BbUSICHEHHOM. He wHckimodeHo BiusHUE
WOHUBHPYIONIEH paauanvil M TOKCHYECKUX (HAKTOPOB OKPYXKAIOIMIEH Cpeabl. 3HaueHue
TEHETHUYECKOM MPEAPaACIIONOKEHHOCTH ITOATBEPAKIAIOT ciryyau cemeitnon UII.

B ocnoBe pazsutus UII nexut HeoriacTuyeckas TpaHchOpMalvs TeéMONO3THYECKOM
CTBOJIOBOM KIJIETKM C 00pa3oBaHHEM OIMYXOJIEBOTO KJIETOYHOro KioHa. LleHTpanbHyto poib mpu
9TOM WrpaeT MyTaius TeHa siHyc-kuHasbl-2 (JAK2VE17F), mpuBonsias K TMOBBIIICHHOM
nposindepaltnuy pUTPOLMTOB, U, B MEHBIIEH CTENEeHH, IPaHyJIOMUTOB U TpoMmOouuToB. B KM
IIpU ATOM HAOIIOAAETCS TpeX WM ABYX POCTKOBas THUIIEPIUIA3Hs MUENOI033a ¢ MpeodialaHueM
KJIETOK 3PUTPOUIHOrO psifa. OTIUUUTENbHOW OCOOEHHOCTBIO KOCTHOMO3TOBBIX 3PUTPOUIHBIX
kononuit nipu UII siBisieTcss MX CHOCOOHOCTH mposindepupoBath N Vitro 6e3 g00aBieHUs
HPUTPONOATHHA, B OTIUYME OT HOPMAIbHBIX KIETOK, /Ul pOCTAa KOTOPBIX HEOOXOJUM JaHHBIN
[IUTOKHH.

Kinnuyeckas kapruna UII onpenesnsiercsi CHHAPOMOM OIyX0JIeBOH MHTOKCHKALMH,




MHEJIONAHON MeTalIa3ui CeJle3eHKHM MW IUVIeTOPHYeCKHMM CHHAPOMOM. OCHOBHbIE
knuHuueckre npuszHaky  WII:  spurponmano3, O0J€3HEHHOCTh B KOHYMKAaxX MajbleB
(apuTpoMenanrus), KOXKHBIM 3yA TOCJIE€ BOAHBIX MPOLEAYP, PELUUAMUBUPYIOIIHE TPOMOO3HI,
cruieHoMmeranus. Ha HadanbHbIX cTaausx 3a0ojeBaHUE MOXKET MPOTEeKaTb OECCUMIITOMHO, U
JIMarHO3 YCTAHABJIMBAETCS HA OCHOBAaHHMM Ja0OpAaTOPHBIX TMOKaszareneld. [Ipm 0ObEeKTHBHOM
OCMOTpPE OTMEYaeTcs IOKpacHeHHe (IPUTPOIMAHO3) JIHIA, KOXKH KHUCTeH pYyK, BUIUMBIX
CIIM3HUCTBIX 000J104eK, 0cobeHHO Msrkoro HEOa (cummnrtoM Kymepmana), MHBEIIMPOBAHHOCTh
COCYZIOB CKJIep («KpONWYbH TJa3za»), aprepuaibHas runepreHsus. OJHUM U3 OCHOBHBIX I10
3HAYMMOCTH U 4acToTe KIMHUYeCKUM npuszHakoMm HII asnsercs cruenomeranus. IIpuunnon ee
CIIYXKUT IOBBIIIEHHOE KPOBEHAIOJIHEHUE U JCNOHMPOBAHUE KIIETOK HEOIJJACTUYECKOTO KIJIOHA
(MuenounHas Meraruiasus). [louTu y NoJOBUHBI MALIMEHTOB OJHOBPEMEHHO OOHAPYKHBAETCS
renaToMerasusi.

CumnToMBbl, 00yCIOBJICHHBIE TUIIEPBA3KOCTHIO U TKAHEBOW THIIOKCHEH: TOJ0BHas OO0Jb,
HapyILIEHUs 3pEHUs, TOJIOBOKPYKEHHE, IIIYM B yIIax, CTEHOKapAMs, IepEMEKAOIIascs XPOMOTa,
00JIE3HEHHOCTh B KOHYMKAaX MaJbLEB (IPUTPOMENAIrHUs). YIOPHAs 3PUTPOMETAITHS MOKET
OBITH TMPEABECTHUKOM COCYIUCTOrO0 TpomMOO3a C pa3BUTHEM HEKpO3a MallblieB HOT, CTOIl,
rogeHeil. Y 50% mnamueHTOB OTMEYaeTcs KOXKHBIM 3yJ, YCHUIMBAIOLIUIICS IOC/IE BOJHBIX
poLeayp.

Bricokuil puck tpomboobpazoBanus npu WII oOyciosieH 3ameaneHueM KpoBOTOKA Ha
done Oompmioro ob6beMa IUPKYIUpPYOUMX dpurpouutoB. Tak y 20% manueHToB
PELMIUBUPYIOIINE apTepUATbHBIC U BEHO3HBIE TPOMOO3BI ONIPENENSIOT KIMHHUECKYI0 KAPTHHY U
MPOSIBIISIOTCA HApYHICHUSIMH MO3TOBOTO KPOBOOOpAIIEHUS, TPAH3UTOPHBIMH HIIEMUYECKUMU
aTaKkaMu, TPOMOO30M TOYCYHON apTepuyl WM BEHBI, HHPAPKTOM MHOKapaa, TPOMOOIMOoIuei
BEeTBEH JIErOYHOI apTepuu, TPOMOO30M TIYyOOKMX BEH HIKHUX KOHEYHOCTEH, TpomMO0o30M
NIEYEHOYHON WJIM MOPTaJbHOW BEHBbI. PUCK TPOMOOTHMYECKHMX OCIOXHEHHM 3aBUCUT OT YpPOBHS
reMaToOKpuUTa, TaBHOCTH 3a00JIeBaHUS U B MEHBIIIECH CTENEHH OT HAIMYHs TPOMOOIIMTO3A.

Hapymienust MUKpouupKkyisiuu (Kak pe3ysibTaT MOBBIIMIEHHOTO TPOMOOOOpa3oBaHUs B
MHUKPOCOCY/IaX) MPOBOLMPYIOT TPO(hUUECKHEe U3MEHEHUS B CIU3UCTOM KENyJ0YHO-KHILIEYHOTO
TpakTa ¢ 00pa3oBaHUEM JPO3HMM M S3BEHHBIX JAedekToB. Y Oonbielt yactu mamueHToB ¢ UII
pa3BUBAETCs TUIIEPYPUKEMUS, OJHAKO KJIMHUKA MOJArphl pa3BuBaeTcs Toiabko y 5-10%.

VHukanbHOW ocoOeHHocThi0 MII  sBAsieTcss OAHOBpEMEHHas CKIOHHOCTh, Kak K
TpoM0OO3aM, Tak M K KPOBOTE€YEHHSM. ['eMopparnyeckue OCJIOKHEHHs MOTYT ObITb B BHUJE
HOCOBBIX KpPOBOTEUYEHHH, OSKXMMO30B, JKEIYJOYHO-KHIIEYHBIX KPOBOTEUEHUH, KOTOpHIE
0o0ycJIOBJ€Hbl HapylleHHeM (GYHKIUM TpoMOOLMTOB Ha (OHE TmpueMa aclupuHa U
KoarynonatusiMu (aepunut win anomanuu daxropos V, VIII, ¢pakropa Bunnedbpanna).

Cpenu xknunndeckux Gopm UII B HacTosi1iee BpeMs BBIIEISAIOT:

1) MackHpOBaHHYIO (JTATEHTHYIO/TIPOIPOMAJIbHYIO);

2) KIIacCHUYECKyIo (pa3BEPHYTYIO);

3) UII ¢ nporpeccupoBanuem/Tpanchopmariueii B Muesnopuopos.

OxoHuarenbHass JOUArHOCTHKA OPUTPEMUM  NPOBOAUTCA B  COOTBETCTBUU  CO
CTaHIapTU3UPOBAHHBIME KPUTEPUSIMH, TIpeIOKEeHHbIME dKcrieptamu BO3 (Tabiuma 4).

Taoauna 4 — lnarnocrnyeckue kpurepun spurpemun (BO3, 2016)

Bonpme kpurepun 1. Hb: > 165 r/n (st myxuun); > 160 r/n (s
skeHmuH) wi Het: > 49 % (mnst myxuaun); > 48 % (s
YKEHIITIH)
2. B KOCTHOM MO3TIe 3-nuHeHas
MUeNIonpoanudepanus c MOJIUMOP(PHBIMU
MeraKapuoIUTaMH

3. Haymmmune myramun JAK2 V617F wim JAK2 B
9K30HE 12




\ Massie Kputepun \ 1. CybnopmanbHbiii ypoenb EPO |

Hns ycranosnenust auarHoza MII HeoOxoaumo 3 OONBLIIMX KpUTEpUS WIM TEpBbIEC 2
6onpmmx u 1 maneiii kpurepuit. [Ipu Hb > 185 r/n, Het 55,5 % y myxuun u Hb > 165 r/n, Het
49,5 % y >KeHIIMH J0MyCKAETCs] HEBBIMOJIHEHUE TPETaHOOMOIICUH KOCTHOTO MO3Ta.

Ocnoenuvie nanpaenenus mepanuu UII:

yJaleHne U30bITOYHOTO0 KOJIMYECTBA IUPKYIUPYIOIINX 3PUTPOLUTOB —3KC]PY3UU KPOBH,
sputpouutadepes;

HUTOPEAYKTHUBHAS Tepanus (IIpernapaThl THIPOKCUMOYEBUHBI);

WHTPOH-ab(Da;

TapreTHas Tepanusi — MHrHOUTOpHkI siHyckruHasbl (Pykconutunub, Jxakasn);

CUMITOMAaTHYecKasl Tepanus: JIedeHHe U NpOoPUIaKTHKA TPOMOOTHYECKUX OCIOMKHEHHM
Y MOYEKHUCIIOro Auares3a

Cornacuo ganabiM BO3, 10-netuss BepkuBaeMocTh 00ibHBIX MIT coctaBister Oonee 75%.
Puck tpanchopmanuu B OMJI paBen 5%, puck pasButus muenodpudposa -- mexee 10%.
[Tpuuunoii cmeptu 6onbHbIX UII aBrstoTCs TpOMOO3bI, reMopparuieckie U UH(PEKIMOHHBIE
OCJIOXKHEHHUs, HApyImIeHHss (YHKIMU BHYTPEHHUX OPraHOB, YACTOTa KOTOPBIX 3HAYMMO
yBenuuuBaeTcs npu pa3Butun noct-UI1 M® unu tpanchopmanmu B OMIL.

5. Xpouuvecknii Jumdoseiiko3 (XJIJI) — remo01acTo3, BOZHUKAIOMUNA B PE3YNbTATe
KJIOHANbHOUM Tponudeparnuu 3peibix B-mumbonutos (95% cnydaeB) wnmu T-numdormtos (5%
ciyuaeB). [lomBapuant XJIJI mo xmaccudukammum BO3 — Menkoknerodynas TuMpOIUTapHas
aumdoma, KoTopas Mo BceM MokazarensMm cooTBercTByer XJIJI, Ho Oone3nb mpotekaeT 6e3
mumdormrosa B nepudepuieckoid KpoBu u 6e3 BoBieueHuss KM.

XJIJI — naubonee pacrpoCTpaHEHHBIN BuA Jieiiko3a B cTpaHax EBpombl u CeBepHoi
Awmepuku, re Ha ero aoJo npuxoautca 30% oT Bcex Jerko30B. HacTora BCTpeyaeMocTH ~ 3 —
3,5:100000, a gys aury crapiie 60 ger — no 20 va 100000 HaceneHust B roA. Y mpeacTaBuTenei
YepHOU U KEeNTol pac 3a00jieBaHUE BCTPEYAETCS PEIKO, HE3aBUCUMO OT MECTa UX POXKIEHUS U
npoxkuBaHus. Iluk 3a0oneBaeMOCTH MNPUXOAUTCA Ha Bo3pacTHyro rpymmy 50 — 80 ner.
MyXuuHBI 60JIEIOT Yallle KEeHIIMH B COOTHOIIEHUH 2:1.

Ortuonorust XJIJI HemsBecTHa. YuacTHE HOHU3HMPYIOIIETO H3JIyYEHUS, XUMHUYECKUX
areHToB U BUPYcoB B pa3BuTuu XJIJI He nokazaHo. B To jxe Bpems MmoKa3aHo, YTO POJICTBEHHUKH
nepBoi JTMHUM pojicTBa 001bHBIX XJIJI nmeroT B 3 pa3a Oonblinii, 4eM B OCTAJIbHOM MOMYJISIUY,
puck pa3Butus XJIJI u npyrux auMQpouaHbIX OmyXoei.

Onyxonesass tpancopmarusa npu XJIJI mpoucxoauT Ha ypoBHE «HAuWBHOTO» B-
muMmdonuTa ¢ Tocnenyroue mnponaudepanueil KioHa OMyXOJIeBBIX KIeToK. HakomueHue
OIYXOJIEBBIX KJIETOK CBSI3aHO C HapyIIEHHEM IPOLECCOB aromnTo3a. B sKcrnepruMeHTaIbHBIX
paboTax J0Ka3aHa CBEpPXIKCIpeccHsl B OMyxojeBblX B-nmumdonurax renos cemeiictea BCL-2,
OJIOKHPYIOIIMX aIlONTO3, YTO CIIOCOOCTBYET YIJIMHEHHWIO MPOJOKUTEIBHOCTH JKU3HU ITHX
kieTok. CyOcTpaT OMyXoiu MpeACTaBleH MEPBUYHO aKTUBUPOBAHHBIMHU B-mumdbonutamMu wim
KJIETKaMH TIaMsTH, SKcrpeccupyromumu B-kierounsie anturensl CD19, CD20, CD24, a takxe
akTuBalMoHHble aHTUrensl CDS u CD23. s onmyxosneBbix auMounTto npu XJUJI, B oTiamumne ot
HOpPMaJIbHBIX TUM(OLUTOB, XapaKTepHa ci1adasi SKCIPeccusi MOBEPXHOCTHBHIX 1.

3HauuTenbHas ponb B maroreHese XJIJI oTBoauTcs HapyleHUsIM B3aUMOJEHCTBUS
CO3PEBAIOIIMX JUM(OIUTOB € KIEeTKaMU MUKpOOKpykeHuss KM u n1uM@ougHBIX OpraHos,
KOTOpbIE ITYTEM HEMOCPEICTBEHHBIX MEXKJIETOUHBIX KOHTAKTOB M BBIPAOOTKH POCTOBBIX
(bakTOpOB PEryaUPYIOT POCT U TUdHepeHITNPOBKY JIUMMPOUIHBIX KIETOK.

Kinuanueckn u rucronormueckn XJIJI otHocutcs k JIII3 ¢ HU3KOM cTeneHbIO
37I0Ka4eCTBEHHOCTH. [lOCTeNeHHO OMyXONeBbI KIOH BBITECHSET HOPMANbHbIE KJIETKU
kpoBeTBopeHust B KM, nHpuiabTpupyer numdaTuyeckie y3ibl, CeJIe3eHKY, U JIpYrue OpraHbl U
TKaHU (KOXY, JKEJyJIOYHO-KUIIEYHBbI TpPaKT, IOYKH, JIETKUE), YTO M OOYyCJIOBIMBAET
KJIMHUYECKYIO KapTUHY 3a00JIeBaHuUsI.

Knunnueckn XJIJI  mposiBIsSIETCS  CUMOTOMAaMU — OMYyXOJIEBOM ~ MHTOKCHKAIIMH,
TUNEPIUIACTUYECKUM ~ CHHIPOMOM,  CHHJIPOMOM  BTOPUYHOTO  HUMMYHOJehHUIMTa U




ayTOMMMYHHBIMH OCJIOKHEHHUSIMH.

Ha nporsxenun nHeckonbkux et XJIJI MokeTr ocraBaTbCsi HE3aMEYEHHBIM M 4acCTO
JMAarHOCTUPYETCS CIydyaifHO pu OOpaIleHny K Bpady MO APYroMy IMOBOY WJIH MPH MPOBEICHUN
npo(UIAKTHIECKOTr0 OCMOTpa, KOrJla BHUMAaHHUE Bpaya MpPHUBJIEKAeT HEOOJNBIION JIEHKOIUTO3 U
a0CcoMOTHBIN JTMM(POLNTO3 B NIepuhepuIecKoil KpOBH.

Kax mpaBuio, mepBble mpu3Haku 3a0ojeBaHUs HecHeNU(UYHBI: MAIMEHThl OTMEYAIOT
c1ab0oCTh, OBICTPYIO YTOMIISIEMOCTb, MOBBIIIEHHOE MOTOOTIENEHHUE, MOTepro Macchl Tena. Ilo
Mepe HapacTaHHs OIyXOJEBOW MacChl OTMEYAaeTCs YBETUYeHHE ITUM(pATHYECKUX Y3JI0B, B
IEPBYIO oOuepelb UIEMHBIX W NOAMBILIEYHBIX. B mocieayromem mpouecc MOMKET
pacrpoCTpaHUTHCS MPAKTUYECKH Ha 00yl rpynmny  JuMQOy3JoB:  BHYTPUTPYIHBIE,
BHYTpHUOpIOIIHbIE, 3a0promuHHble (TeHepanu3oBaHHas JauMdaneHonarus). [lopaxeHHsie
muMparrdeckue y3iael npu XJIJI 0e3005e3HEHHBI, MATKOW («TECTOBATOW») KOHCHUCTCHIIWH,
IIOABYKHBIE, HE CHAasgHbl C KOXEH, HE MMEIOT MECTHOM KOXHOW runepeMuu. Pasmepsl
auMdoy3iaoB BapuabenbHbl: OT 1 — 2 cM B guamerpe 10 10 cm u Oonee. VX yBenudeHue npu
XJIJI oOBIYHO MPOWCXOIUT MEJICHHO, HO CO BPEMEHEM OHU MOTYT CIIMBAThCS, 0O0pasys
KOHTJIOMepaThl. BHe3amHblil pocT nuMQaTuyecKkoro ysiaa, U3MEHEHHE €ro KOHCHCTEHIUHU 10
«JI€pEBSIHHOW IJIOTHOCTW» TPeOYyeT TMCTOJIOTMYECKOTO MCCIEAOBAHUSA C LENbI0 BO3MOXKHOIO
BoIsiBIeHUs TpaHchopmanuu XJUUI B mumdocapkomy. Yacteiii cumnrom XJIJI — yBenuuenue
NIEYECHU U CEJIE3€HKU. Y HEKOTOPBIX MAlMEHTOB CIJIEHOMErajus SIBJSETCS MEPBbIM U BEAYIIMM
KIIMHUYECKUM MPU3HAKOM 3a00JIeBaHUS.

Onuaum u3 nposiieHuit XJIJI MoxkeT OBITH TUIEBPHT, Kak cCHeru(pUUecKoi mpupoasl (B
pe3ynbTaTte WHOUIBTPALUU OMYXOJEBbIMH JUMQOLUTAMHU), TaK U Hecmenu(puuecKkoro reHesa
(OGaxkTepuanbHbIi, TPUOKOBBINA). B maHHOW cUTyanuu C AMArHOCTUYECKOW U JIEYEOHOW IIENIbIO
MOKa3aHO TPOBEJCHHE IUIEBPAIbHONH NYHKIMH C TOCICAYIOUIMM IUTOJOTHYECKUM U
MUKpPOOHOJIOTMYECKUM UCCIEA0BAHUEM MOJTyYEHHOU KUAKOCTH.

Teuenne XJIJI moxer ocnoxuutbcsi AWNI'A ¢ COOTBETCTBYIOIIEH KIMHUYECKOM
CUMITOMATUKON aHEMMH U TeMon3a (0J1eTHOCTb, JKENTYIIHOCTb, CINIEHOMETaJIHs).

Hns Oonpabix XJIJI xapakTepHa MOBBIIMIEHHAs BOCHPUUMYHBOCTD K HH(MEKIHSIM B
pe3ynbTare HapyUleHH B CHUCTEME KIETOYHOrO M TyMOpajlbHOro HMMyHuTeTa. Yacto
OTMEYaroTCsl OaKTepHaIbHbIE U BUPYCHBIE MOPAXKEHUS JbIXaTEIbHOM U MOUYEBBIBOIAIIECH CHCTEM,
BbI3BaHHbIE  CTa(pUIOKOKKaMH, CTPENTOKOKKAaMH,  pa3jMYHbIMH  TI'paMHETraTHBHBIMU
MHUKpoopraHusMamu. B pa3BepHyroil cragum 3a0oyieBaHMs HaOMIONAIOTCS MHQEKIHH,
obyciosiennbie Candida u Aspergillus, a Takke BHpycoMm ormoschiBaroiiero repreca (herpes
ZOSter) 1 HUTOMETaloOBUPYCOM.

Y mnamuentoB ¢ XJIJI mpocimexuBaercs IOBBIIIEHHAs CKIOHHOCTh K Pa3BUTHIO
BTOPUYHBIX OIyXoJiell (OCOOEHHO pak KOXM, KHIIEYHUKA). OTO OObICHsAETCS Je(eKToM
IIPOTUBOOITYXO0JIEBOI'O UMMYHHUTETA.

Cranusa XJIJI ompenensercss KOJIMYECTBOM TPYIMI MOPAKEHHBIX JIMM(OY3TI0B, YpOBHEM
reMorao0uHa U TpoMOOIUTOB (Tab.5).

Ta6smua 5. Craguu xponmdeckoro smmdouteiikosa mo Binet (1981 r.)

Cragusa A Conepxanue remornoouHa Oomee 100 1/m, TpombonutoB - Oosee 100x109/n,
yBenuueHue TumMdoy3ioB B 1-2 obnacTsx;
Menwnana BeDKHBaeMocTH — 10 J1eT.

Cragusa B JIumoysinel yBenuyeHsl B 3-x 1 6osiee 061acTsAX; MeiaHa BBDKUBAEMOCTH - 7 JIeT




no

Cramus C Conepxanne remoriobura Meree 100 r/1 w/mmrpomGonutos - Meree 100x10°/1 mpu
JII060M KOJIMYCCTBC 30H C YBCIMYCHHBIMH Y3JIaMU W HE3aBUCUMO OT YBCIUYCHUA

CCJIC3CHKU U IICYCHH, MCAHNaHa BbIDKUBACMOCTH - 2 roaa.

OcHoBHbIe TuarHocTudeckue kpurepun XJIJI:

a0COJIFOTHOE KOJIMYECTBO JIUMQOIMTOB B nepudepuueckoii KpoBu 0osee 5x10%/1;

Haiguure 6osee 30% mumdorutoB B KM;

MMMYHOJIOTHUECKOE MOJATBEp)K/IeHUE B-KJIETOUHOro KIIOHA JIEMKEMHUYECKUX KIIETOK
(CD5, CD23, CD19, CD20).

Juarno3 XJIJI cunraercs yCTaHOBJIEHHBIM MPU OJHOBPEMEHHOM HaIMYuU Kputepus | u
KpUTepus 2 win 3.

Ocnosnvle nanpaenenus mepanuu XJ1JI:

UTOCTATUKHU (XJIopamOytui, dharogapadus, nukiodocdan, 6eHIaMyCTHH)

MOHOKJIOHAJIbHBIC aHTHTena (puTykcumad — antu-CD20);

[JIFOKOKOPTUKOCTEPOU B! (IIPU HAIMYMK ayTOUMMYHHON F'eéMOJIUTHUECKOW aHEMUN );

TapreTHas Tepanmusi — HMHIMOUTOPBI TUPO3MHKMHA3bl bpyrona (MOpytuHnO, DBOOpYTHHHO,
AkanabpoTuHuo);

CUMITOMAaTHYeCKas Tepamnusl.

IIpy MMHHMMAaNbHBIX TPOSBICHUAX 3a00JeBaHUs Oe3 NPU3HAKOB IPOrPECCHPOBAHUS
ClelyeT BO3JepXkKaTbCcsl OT Tepanuu (TaKTUKa «OKAM M HaOmonai»). [lokasaHusmu Kk Hauvamy
Tepanuu SIBISIOTCS:

HaJU4YMe «OOIUX CUMIITOMOBY: CJIa00CTh, MOTIUBOCTH, IIOTEPS BECa;

TIOJIBEP’KEHHOCTH MTOBTOPHBIM OaKTEPHATbHBIM HH()EKIIHIM;

pa3BUTHE aHEMHH WM TPOMOOLMTONEHUH, 00yClIOBIeHHON HHpuiIbTpaunein KM
NaTOJOTUYECKUMH JTUM(POIUTAMHU, TUO0 ayTOUMMYHHBIM IPOLIECCOM;

MaccHBHas JIMM(paAJACHONATUS WU CIIJICHOMET AN,

mMQoIETo3 B meprudepudeckoil kposn Gomee 150x10%/;

BolpakeHHass (80% wu Oomee) wuHQuabTpanus KM maTtonorundeckumu
auMdonuTamu;

yJIBOEHHE a0COIOTHOTO YKciia JIMM(OLUTOB B KPOBU MEHEe 4eM 3a 12 MecsIeB;

HaJINYME KOMIUIEKCHBIX XPOMOCOMHBIX aHOMAJIHii;

npoaBuHyTas ctaaus 3adonesanus (C mo Binet wiu 111-1V no Rai).

Ilpocno3z 3aboneeanusn. CpenHsis MPOIOIDKUTENBHOCTH ku3HU mipu XJUJI cocraBnser 15
net. Ilporpeccust omyxoJyieBOro mpoiiecca 4yaiie BCero MpuBOIUT K TpaHcopmarnuu XJIJI B
npoiMMOLUTAPHBIA  JIEMKO3, YTO XapaKTepu3yeTcs HapacTaHWeM JIEWKOIUTO3a, YHCIIa
IpOIUMQPOLUTOB, aHEMUU M TPOMOOLMUTONEHHUU. DTH W3MEHEHHS COIMPOBOXKIAIOTCS PE3KOM
auMdaaeHonaTuel, crjieHoMeranuei, pa3sBUuTHEM pepakTepHOCTH K IPOBOAMMOI Tepanuu. B 3




— 10% cmydaeB HaOmiomaercss TpaHchopMmanus B CHHIpOM Puxtepa (KpymHOKIETOYHAS
aHariactTudeckas Jymmdocapkoma). OH XapaKTepu3yeTcs YXYAIICHHEM OOIIero COCTOSHUS
MAIUEHTOB, Pa3BUTHEM OOMIMX CHUMIITOMOB, TAaKUX KaK JIUXOpPAJKa, TOTEPs] Beca, MOTIUBOCTH,
reHepaiu3aueil 3KCTpaMeayJUIIpHOTO OIYXOJIEBOTO TMpollecca € PEe3KUM YBEITUYEHHEM
TUMGATHYECKUX Y3JI0B W/WJIM SKCTPAHOMATBHON JIOKATU3allMell 04YaroB OITYyXOJIEBOTO POCTA.
Onucanpl equHUYHBIC cnydan Tpanchopmanuu XJIJI 8 OJIJI u MM.
CMOKOHTPOJIb YCBOEHUSI TeMbl. TecTbl.

1. Kaxkoit BapaHT OCTpOro Jieliko3a HanboJiee 4acTo BCTPEYACTCS Yy B3POCIBIX?

1) numdoOIacTHBIN

2) Mueno0IacTHBIN

3) spurpomuenos

4) MOHOOJIACTHBIM

5) mpomMuenounuTapHbIi
2. YUTO n€XUT B OCHOBE JICIEHUS JIEMKO30B HAa OCTPhIE U XPOHUYECKHUE?

1) mopdosoruueckuii cyoCcTpaT Onyxoau

2) JUINTEIILHOCTH 3a00JIeBaHUs

3) HAJIMYUE SKCTPAHOAYIIIPHBIX 0YArOB OITYXOJIH
4) [IUTOXMUMHYECKast OKpacka OJIaCTHBIX OJIETOK
5) UMMYHO()EHOTHITHPOBAHKE KJIETOK KOCTHOTO MO3Ta

3. Kakue o6cnenoBanust HEOOXOAUMO MTPOBECTH OOJIBHOMY C OCTPBIM JIGHKO30M JI0 Havaa
ATOCTATUYECKOM Tepanun?
1) MyHKIUST KOCTHOT'O MO3ra
2) MyHKIUS KOCTHOTO MO3Ta, IMMYHO(EHOTHITMPOBAHUE U TIOCTAHOBKA IIUTOXUMUYECKHX
peakiuii, IMMYHO(EHOTUITHPOBAHUE OJACTHBIX KJIETOK, UTOICHETHYECKOE U MOJICKYJISIPHO-
TeHETUYECKOE UCCIICIOBAaHUE
3) MyHKIMSI KOCTHOTO MO3Ta M yJIbTPa3BYKOBOE 00CIIEIOBAaHHE BHYTPECHHUX OPraHOB
4) nyHKIUS KOCTHOI'O MO3ra U FeMocTazuorpamma
5) TpennanoOunoICUs KOCTHOTO MO3ra
4. Yro neXUT B OCHOBE MaTOreHe3a Jiehko3a?
1) omyxoneBas TpaHC(HOpMAIUS KICTKU U YTHETCHUE HOPMAITbHBIX POCTKOB
KPOBETBOPEHHS
2) BO3HMKHOBEHHE HMMYHHbBIX KOMILUICKCOB aHTHTCH-aHTHTEIIO
3) peakTHBHbBIC U3MEHEHHSI KOCTHOT'O MO3Ta
4) wapyuieHus GYHKIIMOHUPOBAHUS MaKpodaros
5) CHMXEHHUE CUHTE3a IPUTPOIIOITHHA
5. K KIMHUYeCKUM CHHIpOMaM OCTPBIX JIEMKO30B OTHOCAT BCE MEPEUUCICHHbBIE KPOME:
1) runepriacTUYSCKHiA
2) CcHHIPOM OENKOBOM MAaTOJOTUN
3) HMHTOKCHKAIMOHHBIH
4) TemopparuuecKuit
5) aHEeMHYCCKHIA
6. Kakue u3mMeHeHus B aHanM3ax nepudepruueckoil KpoBu Hauboiee XapakTepHbI I OCTPOTro
nenkosa?
1) anemus
2) TPOMOOIMTONCHHUS
3) nelikemMHyeCcKOe 3USHUEC
4) NEHKOTIEHUS WK JICHKOIIUTO3
5) Bce nmepeyncCICHHBIC
7. HazoBuTE OCHOBHOM TUIT KPOBOTOUMBOCTH IIPH OCTPOM JIEHKO3€:
1) merexmanbHO-MIATHUCTHIA +
2) TeMaTOMHBIN
3) MHKpPOaHTHOMATO3HBIN



4) BaCKyJIHUTHO-ITYPIYPHBIA
5) cMmemaHHbIR
8. Kakoif mpemnapar ucrob3yeTcs Ipu JIEYSHUH OCTPOro JUMQPOOIACTHOTO Jeiko3a?
1) L-acmaparuHasa
2) BUHKPUCTUH
3) BBICOKOI03UPOBAHHBIN METOTPEKCAT
4) uwmrapabuH (1KUTO3ap)
5) Bce BbIIICHEPCUNCTCHHBICT
9. B pa3BepHYTYIO CTaIMIO SPUTPEMHUH BCE TIEPEUNCIEHHOE BEPHO, 38 UCKIIOUCHUEM:
1) nossienue yposas Hb u Hct
2) HEHUTPOUILHOTO JEUKOIIUTO32
3) TpomOoruTo3a
4) yckopenust COD
5) meunTpodmiesa

10. JIns xpoHu4eckoro Muenosieiiko3a B pa3BepHYTYIO CTa/IMI0 BCE IEPEUHCIEHHOE BEpHO, 3a
UCKITFOUCHUEM:

1) HEHTpOPHUIBHOTO JICUKOIIMTO3a

2) cnaBwura B JIEHKOIpaMMe J0 MUEJIOLUTOB U Jake 10 MUEI00JacTOB

3) 6a30huIBEHO-303MHO(PMIBHON acCOIUAIIUN

4) crieHOMeraluu

5) yBenuueHue TUMGpaTUYECKUX y3JI0B
11. Tlpu npoBeneHun mudQepeHINaIbHOrO AUarHo3a 3pUTPEMHH W CHMIITOMAaTHYECKOTO
SPUTPOLMTO3a BAKHEHIIUM TMarHOCTUYECKUM KPUTEPUEM SIBIISETCS:

1) cneHomeramnus
2) remaTomeraaus
3) HeoruracThyeckas npoiudeparys B OHONTaTe MoaB30UTHON KOCTH
4) HeUTpOo(UIbHBIN JTEHKOIIMTO3

5) TpoMOo1uTO3
12. V 65-netHero OOABHOTO MpH CIy4yallHOM HCCIEIOBAaHMM KPOBHU BBIABICH aOCOIIOTHBIN
auMdonuTo3 (Mpu KOJUYECTBE JICHKOIUTOB 35x10%1 mumporutoB 60%), Tenn boTkuHa-
[I'ymnpexrta. KomnyectBo TpOMOOIMTOB M YpOBEHb TI€MOIJIOOMHAa B Mpejenax HOPMBI, B
muenorpamme — 40% aumdounroB. Kakoi auarHo3 cieayer MpeanoyokuTb B JaHHOU
cutyauuun?

1) XpoHMUYECKU MUEIIOIENKO3

2) xpoHuYeckuit TumMdpoeikos

3) ocCTpbIii JIeiKO3

4) MHOXECTBEHHAs MHUEJIOMa

5) 6one3up Bansaencrpema
13. V nmamnuenTta ¢ XpoHUYECKUM JUM(DOJICHKO30M, MOIYyUYaIOLIero XJopOyTHH B 103e 15Mr/cyT,
OTMEYEHBI JINXOPaJIKa, CHUKEHNE TeMoryioonHa 10 80r/J1, MOBHIIeHHE PETUKYIONUTOB 10 40%,
yBeIM4eHUe HenpsiMoro Omnnupyouna. Kakas pexkomenganus Haubosee npaBuibHa?

1) yBenuuuTh 103y XJIOpOyTHHA

2) MOMEHATh XJopOyTHUH Ha nukiIopochan

3) Ha3HAYHTH AOTOJHHUTEIHHO MPETHU3OIOH

4) 1o6aBUTH MpenapaTsl xKenes3a

5) Ha3HAUNUTH BUTAMUH Bi)
14. HauGonee BepOosATHONH NPUUMHOW aHEMHUHU Y OOJBHOIO XPOHUYECKUM JUMQOIEHKO30M B
Pa3BEPHYTYIO CTAJNIO MOXKET OBITh:

1) nHapymenue nopupruHoBOro oOMeHa

2) muenopudpo3

3) nedunut honreBol KUCITOTHI



4) ayTOMMMYHHBIN reMOJIN3
5) nebunur xenesa
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