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MOTHUBAIIMOHHASA XAPAKTEPUCTUKA TEMbI

[lenecooOpa3HOCTh Y4EOHO-METOAMYECKOTO TOCOOUsT 00YCIIOBIIEHa HWHTEH-
CUBHBIM Pa3BUTHEM T'€MAaTOJOTUU U MaTO(U3UOJIOTUHA TeMO0JIACTO30B U HOBBIMU
MPEACTABICHUSIMHU O MPUYMHAX, MEXaHU3MaxX pa3BUTHUS U KiIacCUPUKaUU 3a00-
JIEBAaHUW CHUCTEMBI KPOBH OITyXOJIEBON MPUPOJIBI, HE OTPAXKEHHBIX B y4E€OHOM JIn-
teparype. OOpa3ibpl reMorpaMM U pa3paO0TaHHbBINA AITOPUTM aHAIW3a TEeMOrpamMM
MAaIMEHTOB C JICKO3aMU MCIOJIb3YETCSl Ha 3aHATUIX: « AHEMUU. DPUTPOLIUTO3BD,
«Jletikomon3 u ero HapymieHus. TumoBsie GOPMBI TTATOJIOTHH U PEAKTUBHBIX W3-
MEHEHUH B CHCTEME JIEHKOIMTOBY», «I'eMoOnacTo3sl. Jleiiko3pl. JlelikeMouaHbIE
peakuun», «AHanu3 remorpamMm. MroroBoe 3anstue no teme «llatomornueckas
dbusnonorus cucreMbl KpoBu». [IpencraBieHHbie TaHHbIE HEOOXOIUMBI 1Jis (hop-
MHPOBAHUS KIMHUYECKOTO MBIIIJIEHUS W PALMOHAIBHOTO NEWCTBUA Bpaya, 4To
BKHO JJIsi JMArHOCTUKH U JICUCHUS 3JI0KAUYECTBEHHBIX 3a00JI€BaHUI CHCTEMBI
KpPOBH.

Leab 3aHATHSA: OCBOCHHE MaTepHalia 1I0 COBPEMEHHBIM MPECTABICHUSIM 00
ATHOJIOTUU U TIATOTeHe3e, KiacCu(UKaIMy U XapaKTepUCTUKE JIEHKO30B U OBJIajIe-
HUE HaBBIKAMH aHAJIN3a TeMOTPaMM IIPU TUTIOBBIX HAPYIIEHUSX TeMO00IacTO30B.

3agaum 3ausaTus. CTyICHT JOKEH:

1) 3HaTh:

— ONPE/ICIICHUE TOHATUN «TeMOOJIACTO3BDY, «IEHKO3bDY, «JIMMGOMBD) (JIUM-
(dobnacTHble, TMM(OUUTAPHBIE), KMUEIIOUAHBIE CAPKOMBI» U AP.;

— ATUOJIOTUIO, TIATOT€HE3, KIMHUYECKYI0O M TeMaTOJIOTMYECKYI0 XapaKTepH-
CTUKY OCHOBHBIX TPYIIl OCTPBIX U XPOHUUYECKUX MHEIOUHBIX, JTUM(OUIHBIX
JICKO30B U TUCTUOLUTAPHBIX/ IEHIPUTHOKICTOYHBIX HEOILJIA3M;

2) yMETh OIICHUBATh THUIIOBBIC HAPYIICHHS CHCTEMbI KPOBH IPH JIEHKO3aX
B CBETE€ COBPEMEHHBIX MPEJCTaBIEHUN 00 WX MPHUPOJE MO JAHHBIM TeMOTPaMM
MAIMEHTOB C PAa3IMYHBIMU (HOPMaMH JIEHKO30B;

3) ObITh O3HAKOMJIEH ¢ MOP(}OIOTHYECKON, UMMYHO(DEHOTUITUYECKON U 1TH-
TOTEHETUYECKOW XapaKTePUCTUKAMHU aTUIIUYHBIX JICUKO3HBIX OJIACTOB, CO3pEBa-
IOINX U 3PEJIbIX JICUKO3HBIX KIETOK.

KoHTpoJsibHbIE BONPOCHI U3 CMEKHBIX TUCIUIJINH:

1. CoBpemenHas cxemMa kpoBeTBopeHus. [IpencraBienrue o CTBOJIOBBIX U KOM-
MUTHPOBAHHBIX KJIETKaX-MPEAIIIECTBEHHUKAX TeMOI033a.

2. OTaenbl KOCTHOMO3TOBOTO KPOBETBOPEHHUS.

3. CTpyKTYpHO-(DYHKIIMOHAJIEHBIE OCOOEHHOCTH KJIETOK KpPOBHM HOpMOOJa-
CTHUYECKOT0, METajio0JIaCTHYECKOT0, MHEJIO0IaCTHYECKOT0, MOHOOJIACTUYECKOTO,
Merakapuo0JIacTUIeCKOTo, JUMGPOOTACTUIECKOTO TUTIOB KPOBETBOPEHHSI.

4. TlpencraBnenue o6 sddexropubix B-, T-, NK-kimeTkax uMMmyHuTETa, HX
nudepeHnupoBKe.

5. [IpencraBnenue o TKaHIX U OpraHax JUM(aTHIECKON CUCTEMBI.

KoHTpoJsibHBIE BONIPOCHI 110 TeMe 3aHATHUS

1. Onpenenenre MOHATUSL «TeMO0IacTO3bl». TUoBbe (OPMBI U OCHOBHBIC
HO30JIOTUYECKHUE TPYIIIBI TeMO0JIaCTO30B.
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2. JlumboMbl. omnpeneneHue MOHATHS, BUIBI JUuMpoOM 1o crteneHu audde-
PEHIMPOBAHHOCTU U arpeCCUBHOCTH KIIMHUYECKOTO TEUEHUSI.

3. «Hodgkin siumdomer», «Non-Hodgkin mumdomery. OnpeiesieHue MOHATHIA.

4. MuenouaHble, MacTOIIUTapHbIC, TUCTUOLUUTAPHBIC, JEHIAPUTHOKIECTOYHbBIE
CapKOMBI Kak TUIOBBIE (hOopMbI remMo0acto3oB. Onpenenenue nousatud. OCHOB-
HBIE KIIMHUYECKHE MPOSIBICHUS.

5. Jleiiko3pl — THUMOBBIE (HOPMBI T€MOOJIACTO30B. OMPEACIICHUE MOHSITHS,
ATHOJIOTHS, TATOTE€HE3, KJIaCCU(PUKAIHSI.

6. OcTpble MUETOUTHBIC JIEHKO3BI: ONpEEICHUE MOHATHUS, BUABI U BapHaH-
ThI, KJIMHUYECKasi, UMMYHO(EHOTUIINYECKAsI XapaKTePUCTHKU, OCOOCHHOCTH Iie-
pudepuIecKoil KpoBH.

7. MuenonponudepaTUBHbIE HEOIUIa3Mbl: BUbI, 3THOJOTHUS, MATOTEHE3, Xa-
PaKTEpUCTUKA KIMHUYECKOTO TeUEHHUS, KAPTUHBI KPOBU M KOCTHOTO MO3Ta.

8. MuenoaucmiacTiuecKue CUHAPOMBI: BUJIbI, 00LIasi XapaKTEPUCTHUKA.

9. MuenoaucmiacTUuecKue/MUEIONpoanudepaTuBHbIE HEOIUIa3Mbl:  BH[BI,
o011ast XapaKTepUCTHKA.

10. Octprie nuMdoOIacTHBIC JIEMKO3bI: ONPEACICHUE MOHATHUS, KIMHUYE-
CKasi, UIMMYHO(QEHOTUIINYECKAs! U TeMaTOJIOrH4YecKasi XapaKkTepUCTUKH.

11. Xponuveckuid B-kinerounsiii tuMQpOIMTapHBIN JIelKo3/mumMpoma U3 ma-
JBIX TUMQOIMTOB: ONPEAETICHUE MOHITHS, CTAIUN KIMHUYECKOTO TEUCHHSI, TeMa-
TOJIOTUYECKAsl XapaKTePUCTHKA.

12. Heornasmel u3 3penbix T-, NK-kimetok. T-kietounsril neikos3/mumdoma
B3pocibiX. ArpeccuBHbIil NK-KkiaeTouHbli neiko3/muMdpoma. OnpeaeneHue moHs-
tusi. Dtuonorus. [latorenes. XapakTepucTuka KIMHUYECKOTO TEUCHUS, KapTHHBI
KPOBH U KOCTHOTO MO3ra.

13. IlpuHIUIIBI JIEUEHUS OCTPHIX U XPOHHUUECKHUX JICHKO30B.

I'EMOBJACTO3bI. ONPEAEJEHUE ITOHATHUS. TUIIOBBIE ®OPMBbI.
OCHOBHBIE HO3O0JIOI'MYECKMUE I'PYIIIIBI

I'emo006.1acTO3BI — COOMpATEILHOE Ha3BaHWE HEOTUIACTUUSCKUX 3a00JICBaHUI
CHUCTEMBI KPOBH, MPEACTABIISIONINX COOO0H 37I0KaYeCTBEHHBIC HOBOOOPA30BAHUS U3
KJIETOK KPOBETBOPHOM M JTMM(PATUUECKON TKAHEH ¢ BOBJIEUEHUEM B MPOIECC pAla
OpraHoB U cucteM opranu3ma. I'emoOriacTo3sl BkItouyaroT 6osnee 150 retepores-
HBIX HO30JIOTHYCCKUX (OPM MHEIOUIAHBIX, JHUMQPOHUIHBIX, THCTHOIIUTAPHBIX
W JCHAPUTHOKIETOYHBIX HEOIIa3M, HOBOOOpPA30BaHHWM CMENIaHHOTO (EHOTHIA
U CTBOJIOBOKJICTOUHBIX HEOIUIa3M HEONpEIeIeHHON TUHUU Ju(hepeHIIMPOBKU
(puc. 1, cm. Brieiiky). TumoBsiMu (hopMaMHu reMoOJIaCTO30B SABJISFOTCS HEOIIa3-
MBI, BOBHHKAIOIIME B KOCTHOM MO3r€ (JIEWKO3bl), U BHE KOCTHOIO MO3ra (3KcTpa-
MeayJUSIpHBIE TeMO0JIacTO3bI, paHee MMEHOBaBIIHMECs remaTocapkomamu). K re-
MaTOCapKOMaM OTHOCWJIH JTUM(DOCAPKOMBI, MHUEIOOJACTHBIE, IPUTPOOIIACTHEIE,
MerakapuoOJIacTHBIC M I1a3MO0JIaCTHBIE CapKOMBI. B mocnennei kinaccudukanum
BO3 omnyxoneit remonostnyeckoi u tumdounanoi tkaneit (2008 r.) Bce remobia-
CTO3bl JIUM(POUIHON MPUPOJbI 0003HAYEHBI TEPMUHOM <«JIMMPoMa». DKcTpame-
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TyJUISIpPHBIE TEeMOO0JIACTO3bl MUEIOUIHOW MPUPOABI COCTABUIIA OTIACIBHYIO TPYIITY
MUEJIOUIHBIX CApKOM, a TaK)K€ BOIUIM B TPYNIbI MAaCTOIMTO30B (MAaCTOLMTO3HI,
MaCTOKJIETOYHBIE CAPKOMBI), THCTHOLUUTAPHBIX U JEHAPUTHOKIETOYHBIX HEOILIa3M
(TUCTUOIUTO3bI, TUCTUOIUTAPHBIE CAPKOMBI, JIEHIPUTHOKJIETOYHBIE CAPKOMBI).
DKCTpaMeayUIIpHble TeM001acTO3bl, IEPBUYHO BO3HUKAS BHE KOCTHOTO MO3ra,
0 Mepe MPOTPECCUPOBAHMS HEOIIa3M BOBJICKAIOT B 3JI0KAYECTBEHHBINM MPOIECC
KOCTHBIM MO3T, MPOXOJs CTaauio JICWKeMu3anuu. TakuM o0pa3oM, K THUIIOBBIM
dbopmaM remo0IaCTO30B MOKHO OTHECTH JIEHKO3bI, TUM(POMBI, CAPKOMBI MHUEIO-
UIHOTO TIPOUCXOXKIeHUs (CM. pHc. 1).

JIumMpombl, SBISIONUECS CONMMIHBIMUA HOBOOOPA30BaHUAMH, TIEPBOHAYATHHO
dbopMupYIOTCA B TUM(PATHISCKUX y3/1aX OMPENCIICHHOTO PerroHa WK JTuMQaTH-
YEeCKOM OpraHe (Celie3eHKe, BUIOYKOBOM KeJe3e), MOATOMY UX OTHOCST K Perro-
HapHbIM (opmaMm remo0acTo30B. OHAKO JanbHEMIIee BOBICUYCHHE B OIyXOJe-
BbI MpoIecc TUM(PaTHUYECKUX y3JI0B JIPYTUX PETHOHOB U SKCTPAHOJAIBHBIX (BHE
auM(paTUYECKUX y3J0B, KpoMe KocTHOro Mosra) Tkaneid — [{HC, nedenu, nes-
PBI, JIETKUX U Jp. — MPEJCTaBIseT cOO0M 3aKOHOMEpHBIC CTaanu JTuMQpoMoreHesa
(Tabm. 1).

Tabauya 1

CTa)II/Ip()BaHHe J'[I/IM(l)OM 10 CTeNneHH BOBJIeUEeHHUS B 3JI0KAYeCTBEHHbIH nmpouecce

PernoHoB JUM(PATHYECKHUX Y3JI0B M IKCTPAHOJAJBHBIX OPTaHOB U TKaHel

Cragua Ipuznak

| Bosneuenue omHOro pernona JuM@oy3noB* WK 0JHOTO JUM(PATHYECKOTO
opraHa, HalpuMep CeJIe3eHKH, BUJIOUYKOBOMW JKeJIe3bl, KoJiblla Banbaeliepa,
MTOBEPXHOCTHOTO MTAaXOBOT'0 KOJIBIA

I Bosneuenue aByx mim 6osiee PerMoHOB JUM(ATUYECKUX Y3JIOB MO OJHY
CTOPOHY radparmbl

I Bosneuenne nmuMdaTndeckux pernoHoB WK JTUM(OHUIHBIX OPTaHOB 10 00€
CTOPOHBI Thadparmbl

v BoBneuenue akctpanomansHbeix opranoB u Tkaneir (OKKT, ITHC, meuens,
JIETKUE U JIp.), 32 UCKIIIOYeHHEM 0003HauYeHHBIX OykBOi E

Jns crannmii BoBnieueHne ogHOro 3KCTPaHOAAIBHOIO OYara, KOHTaKTUPYIOIIEro ¢ IOo-

IE-IIE** paKEHHBIM JIMM(PATHUECKUM Y3JIOM WIIH HAaXOMSIIETOCS MPOKCUMAIBHO OT

HN3BCCTHOI'O BOBJIICYCHHOTI'O J'II/IMCI)aTI/I"IeCKOFO y3J1a

Jlst Bcex cramauid:
A Her cumntomMos.

B-cumnTomsl JInxopanka Beie 38 °C, npody3HbIi HOYHOW NOT, CHH)KEHUE MAacChl Tela
6onee uem Ha 10 % 3a 6 mec.

* Pernonsl IMM(aTHUECKUX Y3J0B: MIeWHble (IIelHble, HAaJIKIOYMYHBIE, 3aTbUIOYHBIE,
OKOJIOYIIHBIE CIIpaBa W CJIEBa); MOAKIIOUNYHBIC; MEIUACTHHAIIbHBIC, BOPOT NEUYEHU; ME3EHTe-
pHaTbHBIN; Ta30BbIE, MaxoBO-OeapeHHbIE. KOMMUECTBO BOBJIEUEHHBIX PETMOHOB YKa3bIBAETCS
B HIDKHEM HMHJICKCe cTanuil (Harmpumep, |13).

** E — sKcTpaHOJabHBIE OpraHbl U TKaHU, B KOTOPbIE IMPOPACTAET OMYXO0Jb U3 KOHTaK-
TUPYIOILETr0 WU OIM3JIeXKAIEr0 MOPaKEHHOT 0 JINM(AaTHIECKOTr0 y3J1a.

Takum 00pazoM, ye Ha CaMbIX paHHHUX 3Talax CBOETO MPOSIBICHUS TUMDO-
MBIl MOTYT OBITh TEHEPATU30BAHHBIMU 3JIOKAYECTBEHHBIMH OOpa30BaHUSIMHU




C HaJIM4MeM OOUIeH CHMIITOMATUKU: CIa0OCTH, JIMXOPAJIKH, TIOTEPU MaCChl TeJa,
«MPOJIMBHOTO» HOYHOTO motootnaeneHust (tadin. 1). BoBneuenue B 1UMQPpOMHBIN
poliecc KOCTHOTO MO3ra BCErja sBJIIETCS NMPU3HAKOM KpaiHe Tsokenoit [V cra-
JTUU 3JI0KAYE€CTBEHHOI'O MOpaKeHUsI opraHu3Ma. B aTom ciyyae uMeet MecTo Jiei-
Kemuzarus JuM@ombl, T. €. ee TpaHchopmarus B TuMPonaHbli jeiko3. Jlumdo-
Ma 3aMelllaeT HOPMaJbHBIE POCTKM TEMOI033a, PACHpPOCTPAHSAETCS HE TOJIBKO
TUM(OTEHHBIM, HO ¥ TEMATOTEHHBIM ITyTEM B OPTaHbl M CHCTEMBI OITyXOJICHOCH-
Tenst. B pe3ynbrare 610Ka arnonTo3a U KJIOHAIBHOM SKCIIAHCUU 3JI0KaYeCTBECHHbBIE
TUMQOUTHBIC KIETKH Pa3HOW CTEICHH 3PEIOCTH HAKAIIMBAIOTCS B mepudepude-
CKOHM KPOBH, TKAHSAX C MOPAKEHUEM )KHU3HEHHO BaXXHBIX CTPYKTYP OpraHU3Ma.

[To mpoucxoxaenuto paznuyaiot B-, T-, NK-knetounsie tumdomsr, nudde-
peHIMagbHasl AMArHOCTUKA KOTOPBIX OCYILECTBIISECTCS MPU TECTUPOBAHUU OITYXO-
Jeil B MPOTOYHOM IUTOQPIyOpPUMETpPE C IMOMOIINbI0 MOHOKJIOHAJIBHBIX AHTUTEN
K MOBEPXHOCTHBIM U PepeHinpoBouHbiM CD-aHTureHaMm — OGeIKOBBIM MapKe-
paMm kinactepoB nuddepennnpoBku. Bece mumM@oMbl TpaaMIIMOHHO JENSTCS Ha
mumpomy XOKKUHA U €€ BAPUAHTHI U HEXOPKKMHCKUE TUM(OMBI.

Jumehomvr Xooxrnckuna (numghoepanynemamos) — HeornaacTUIecKue 3a00-
JIEBaHUS, MPU KOTOPBIX MEPBUYHO MopaxkaeTcs dumdbarnyeckas cucrema, u Qop-
MUPYIOIIUECS 3JI0KaYeCTBEHHBIE HOBOOOPA30BAHMSI MMEIOT XapaKTEpHYIO TpaHy-
JIEMATO3HYI0 THUCTOJOTHYECKYIO CTPYKTYPY, CHEHU(PHIECKUM  OITyXOJEBBIM
cyocTparoM KoTopou sBisitorcs rurantckue Hodgkin—Reed-Sternberg xmetku
(HRS-xnerkn), nim kietku bepe3oBckoro—Puna—IllTepuOepra B pycCKOS3BIYHOM
muteparype. OmyxoneBbie Mapkepabie HRS-knetkn B 90 % cityqaeB mpoucxoasT
U3 3pesbix B-kieTok 3apoblieBbIX HEHTPOB JuMdoy3noB, B 10 % — u3 3penbix
T-xnetok, kpaiine peaxo — u3 3penbix NK-kierok. CD-mapkepamu kinetok bepe-
3oBckoro—Pun—Illtepubepra smistores CD15, CD30 u B-kierouHslii aHTUTEH
CD20. I'naBHbIMU POSIBIICHUSIMH JTUM(POMBI XOJKKMHA U €€ BapUAHTOB SIBJISIOT-
Csl reHepaM30BaHHas JIUMQaJACHOIATHs, CTUICHOMETaJIHsI ¢ BOBJICUCHUEM U TOpa-
YKEHUEM JIFOOBIX OpPTaHOB U TKAHEW: KOCTEH, KOXKH, MeUEeHU, KOCTHOTO MO3ra, JieT-
kux, [ITHC u np.

Hexoo0sckunckue aumghomovl — CUCTEMHBIC HEOTUTACTHYECKHE 3a00JIeBaHNUS,
MPEJICTABISIFONINE PA3HOPOJHYIO TPYIITY 37T0OKAYECTBEHHBIX OMyXOJIeH, MPOUCXO-
JSIIIUMX U3 OMYXOJIEBBIX aHAJIOrOB JIMM(POUIHBIX MPEAIIECTBEHHUKOB (MM@oOa-
CTOB), 3peiibix B-, T-nmumdonuTos, peako NK-kineTok, ¢ xapakTepHbIMUA OUOIOTH-
YECKUMH, MOP(OTOTHICCKUMH, HMMYHO(PCHOTUITHYECKUMH, KIMHUYECKHUMHU
OCOOCHHOCTSIMU M TIPEHMYIIECTBCHHON JIOKATU3aMEeH B JIMMQPATHICCKUX y3JIaX,
CEJIe3CHKE U JIPYTUX JUM(OUIHBIX OpraHax ¢ BOBJICUECHUEM B MPOIECC IKCTPAHO-
nanbHBIX TKaHel. [lo cTtenmeHu 3penocTu KIETOK, TpaHCHOPMUPYIOMIUXCS B OIY-
XOJIEBBIE, BBIACISIOT UMGPoOIacmHbie TUMPOMbL N3 TUMGPOUTHBIX TIPEAIIESCTBEH-
HUKOB (auMb0o0aacToB) W aumpoyumapnvie auM@ombl W3 3PEIbIX KIETOK
nepudeprudeckux JUMQPOUIHBIX OpraHOB W TKaHei. [Ipu mopakeHuu KOCTHOTO
Mo3ra jaumdobnactHas muMdoma TpanchopmupyeTcss B TUMQPOOTACTHBIN JIEHKO3
c 0003HAYEHUEM €T0 KaK OCTPHIN JTUMGPOOIACTHBIN JeiKo3/muM@oOIacTHas JIUM-
dboma. YuuThiBasi NEPBUYHOE BOBHUKHOBEHHUE OCTPOTO JUM(POOIACTHOTO JIeHKO3a
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B KOCTHOM MO3r€ M3 KOCTHOMO3TOBBIX MPEIUIECTBEHHUKOB W TpaHchopmaiuio
B TUM(OOIACTHBIH JIelKko3 TuMdoOIacTHON TUM(OMBI, TTOCIIEIHIOI HA3bIBAIOT I1e-
pudepruueckuM JBOMHUKOM OCTPbIX JUM(POOIACTHBIX JEHUKO30B, PYKOBOJCTBYSCH
UJCHTUYHOCTBIO MOP(OJIOTUYECKUX, UMMYHO(DEHOTUITMYECKUX U JIPYTUX XapaKTe-
PHCTHK HMX OITyXOJIeBOTO cyOcTpaTa (0myXoseBbiXx JumMdo0macToB). JTumpoyumap-
Hble TUM@OMbl — 3JI0Ka4eCTBEHHBbIE HOBOOOPA30BaHUs, B OCHOBE (pOpMUpOBaHUS
KOTOPBIX JIeXKAT MOJIEKYJISIPHO-TEHETHYECKUE OMyXOJeTpaHc(hopMUpyrolme Hapy-
mieHust 3pensix B-, T-mumdonuTtos, npoxomsmux auddepeHIupoBKy B mepude-
pudecKux JTUM(OUIHBIX OpraHax W TKaHAX, 3HaunTenbHO pexe NK-kimetox
C 4aCTBIM PaclpOCTPaHEHUEM OITyXOJIEBOTO MpOIlecca B KOCTHBIN MO3T, AUCCEMU-
Hared JTUM@OUIHBIX OIMYXOJICBBIX KIETOK B MEpU(PEPHUECKYIO KpPOBb, TKaHU
U OpraHbl OMyXOJICHOCUTENS. 37TOKAYECTBEHHON TpaHcQopMalluy MOABEPraroTCs
rJIaBHBIM 00pa3zom B-nmuMmdouuntel, B MeHblel creneHd T-muM@ouuThl Ha dTarne
CBOETO CO3pEBaHMs B JTUM(ATHUECKUX Y3JIaX, CEJIE3eHKEe, TUMYCE, MyK030-acco-
ruupoBanHoi JmMbongHor TkaHu (MALT) — nuMdarnyeckoil TKaHU CIH3H-
cThix 00oouek. 3pesbie NK-KiIeTkn MaTurHu3upyroTcst PeIKko, OJJHAKO ¢ (OpMHU-
pOBaHUEM 4Ype3BbIUAHHO arpeccCUBHBIX JuMboM. [Ipu BoBieUeHUU B OITyXOJIEBbII
mpoiecc KOCTHOTO Mo3ra JuM@ouuTtapHbie JTUMGOMBI  TpaHCHOPMUPYIOTCS
B JTUM(OLMTAPHBIN JIEUKO3, KOTOPbIA 0003HAYal0T KaK XPOHUUYECKHUN TuMponu-
TapHbIi Jeiiko3/muMdoma. COBpeMEHHbIE MOJEKYISIPHO-TEHETUUECKUE TEXHOJIO-
THUH TIO3BOJISIOT JOCTATOYHO TOYHO OMPENETNTh, Ha KaKOM JTare CO3pPEBaHUS
B-muMdo1ToB MpouCcXoaiT reHeTHYECKUE «ITOIOMKIY, BRI3BABIINE KIOHATBHBIN
OImyXoJieBbIf pocT. Tak, OTCyTcTBHE B TMMGOMHBIX KJIETKaX MPU3HAKOB COMATH-
YECKOW TUTMEPMYTAllMM T€HOB BapHaOCIbHBIX YYaCTKOB TSDKEIBIX IENeH MMMY-
HOTJIOOYTMHOB (VH-T€HOB) CBUIETEABCTBYET O TOM, YTO 3JI0KAYCCTBEHHBIM KJIOH
oOpa3oBaH U3 KJIETOK, HE BOIIEAIIMX B TEPMUHOMHBIN (3apOJIBINIEBHINA) IIEHTP
auM(paTUYECKUX y3J0B U JTUM(AaTHUEeCKO TKaHHU, YTO XapaKTEepHO Il HamOoJsee
arpeccMBHOM JIMM(POMBI U3 KIETOK MAHTHHHOW 30HBI M arpeCCUBHOTO BapHUaHTa
XPOHUYECKOTO JUM(DOIUTAPHOTO JIeK03a/TUM(POMBI U3 MabIX JUM(OIUTOB.
OOnHapykeHue B 3JTOKAYECTBEHHBIX KJIETKaX TEKYIIUX COMATUYECKUX MYTaIlHi
B Y4aCTKaX XpOMOCOM, KOJAUPYIOIIUX BapraOeIbHbIN y4aCTOK MMMYHOTJIOOY/IHHA,
YKa3bIBaeT Ha MPOUCXOXKJICHUE ITUX JUM(OM U3 KIETOK 3apOJIBIINIEBOTO IIEHTpA.
K Takum mumdomam otHOCsITCS homukynsapHas tuMdoma, TuMEOoIria3MoLUuTap-
Has Jaumboma, gumpoma Burkitt, muddysnas xpymnHokaeToUHas HMdOMa,
MALT-numdoma u ap. Onpeznenenre B reHOME JTUM(POMHBIX KIETOK (DUKCUPO-
BaHHOW COMaTHYECKON MyTaIlMH XapaKTePHO ISl JIMM(POM U3 IMMOCTICPMHHATBHBIX
KJICTOK, MPOMICANINX TUIECPMYTAIIUIO B 3apOJBIIICBOM IIEHTpe. TaKOBBIMH SIBIISI-
I0TCS TPOTUMGOIMTAPHBIN JIEMKO3, BOJIOCATOKICTOYHBINA JTUMGOIUTAPHBINA JICH-
KO3, MUEJIOMHAas 00Jie3Hb U Jp. TakuM oOpa3om, MPOUCXOXKIEHUE OONBITMHCTBA
B-ki1eTouHBIX TMMGOM U3 KIETOK, IMPOIISAMNX CTaau0 TudGEepeHIIMPOBKH B 3a-
POJIBIIIIEBOM TIEHTPE, SIBJISICTCS OCHOBAHHUEM JIs TIPEATIONOKEHUSI O TOM, YTO 3J10-
KaueCTBEHHAs TpaHC(hOpMAITUs OCYIIECTBIISIETCS B 3apOIBIIIIEBOM IIEHTpEe JarMda-
TUYECKUX y3JI0B U TUM(DATUIECKON TKAHH.



[lo creneHu arpecCUMBHOCTH KJIMHUYECKOTO TEUEHMsI, HE3aBUCUMO OT OTBETA
Ha TEpamuio pas3jinyaloT UHJIOJICHTHbIE, arPECCUBHBIE U BBHICOKOArPECCUBHbBIC HE-
XOJIKKUHCKUE JTUMQPOMBL. HHOONeHmHble TUMPOMbI XAPAKTEPUIYIOTCS JITUTEIb-
HBIM, MAJIOCUMIITOMHBIM T€YEHUEM, C MOCTETICHHBIM BOBJICYEHHEM B OITyXOJEBBIM
Ipolecc HKCTpaHONANbHBIX ouaroB. K HHIONEHTHBIM JMM@POMaM OTHOCUTCS
HEarpeCCUBHBIA BapUAHT XPOHHUYECKOro uMdomeiiko3a/muMpoMpl U3 MajbIx
TuMPOIUTOB, TUMpOIUTa3MOITUTapHas TUM(GOMa, BOJIOCATOKICTOYHBINA JTUM(OIIH-
TapHbIN JIEWUKO3 U Ap. Jlumgomul acpeccusnoll epynnvl XapakTepU3yIOTCs BbIpa-
KEHHBIM Pa3BUTHEM OITyXOJEBOTO MpoIecca, OBICTPO MPOrpecCUpyromero 6e3
CBOEBPEMEHHOI'O JIEYECHHSI, C BOBJIEYEHUEM SKCTPAHOAAIBHBIX PETMOHOB, OJIHAKO
OHM BBICOKOYYBCTBUTEIIbHBI K XUMHOTEpANuu. B 3Ty MHOTOUYHCICHHYIO TPYyHITy
BXOJISIT CaMble 4acTo BcTpeyvaroluecs: JuM@ombl: nuddysHas B-kpynHokieTou-
Has auMmdpoma, TuMpoMa U3 MAHTUMHBIX KIETOK, aHAIJIaCTHYecKash KPYIMTHOKIIE-
tTouHas uMpoma u3 T-kieTok, a Takxke Oonee peakue NK/T-kieTouHbie Omyxouu:
T-kneTounblil mpoauM@OIUTapHBIN Jieliko3, skcTpaHoaaibHas NK/T-kierounas
auMdoMa HaA3aJIBHOTO THUIA, AHTMOMMMYyHoOOJacTHas T-KieTodHas JuMdoma,
T-KJIETOYHBIN KPYMHOTPAHYJISPHBINA JTUM(OUUTAPHBIN JIeHKO3 U Ap. Jlumgpomuvl
8bICOKOA2PECCUBHOU 2pYyNnbl XAPAKTEPUYIOTCS CTPEMUTENBHO IPOTrPECCUPYIO-
MM OIYXOJIEBBIM POCTOM M I'€HEpaIM3alleil mpouecca, MPUBOAAT K JIETATbHOMY
ucxoqy 0e3 JiedyeHus, OAHaKO 00JIaJal0T caMOW BBICOKOW Cpelr BCEX JUMQPOM
YYBCTBUTEJIBHOCTBIO K XHUMHOTEpAanuu. bojblias 4YacTh BBICOKOATPECCHUBHBIX
auM@oM u3jieuuMa COBPEMEHHBIMM XUMHUOIYYEBBIMU MeTojaMu. K 3Toi rpymnmne
otHocuTcs smumdpoma Burkitt m mumdobmacTabrit etikos/mumdoma Burkitt, T-ke-
TOYHBIA XpOHWYECKUW JerKko3/muMdpoma B3pocibix (HTLV-1-acconmupoBannas),
NK-kJ1eToYHBIH JISHKO3 U JIp.

Takum 06pazom, JUM(POMbI — HEOITACTUYECKHE 3a00JI€BaHUS 1IEJIOCTHOTO
OpraHu3Ma, pa3BUBIIKECSA B pe3yJbTaTe OMyXO0JIEBOUW TpaHchopManuu 3peibix B-,
T-, NK-k1eTok miM X KOCTHOMO3TOBBIX MPEANIECTBEHHUKOB (MM¢0OIacTOB),
NEePBUYHO (HOPMUPYIOMIUX 3JI0KAYECTBEHHBIE COJIUIHBIE HOBOOOpPA30BaHUS B TKa-
HSIX W OpraHax TuM(aTu4ecKor CUCTeMbl C BTOPUYHBIM BOBJICUEHHEM B OITyXOJe-
BbI MPOIECC KOCTHOTO MO3ra U APYTUX OPraHOB U CUCTEM OITYyXOJICHOCHUTES.

CapkoMbl MHEJIOUAHOTO MPOUCXOKACHUS, BKIIIOUAIOIINE HOBOOOPA30BAHUS
U3 MUEJIOUIHBIX OJJACTOB — MUEIOUIHBIE CAPKOMBI, U3 3PEJIbIX KIETOK MUETIOH/I-
HOTO TIPOMCXOXKJCHUSI — THUCTUOIMTAPHBIC, JACHAPUTHOKJIETOUHBIE CAPKOMBI,
MIPOU3BOJIHBIE KPOBETBOPHOW CTBOJIOBOWM KIJIETKM — CHUCTEMHBIE MAacCTOLIMTO3bI,
MaCTOIUTAPHBIE CAPKOMBI.

Muenouonsvie capkompl — dKCTpaMenyJIISIPHBIE 3JI0KaYE€CTBEHHBIE HOBOOO-
pa3oBaHUs C BBIPAKEHHOW TKAHEBOW OpraHu3alldel, BCTPEYAIONIUECS B JIFOOBIX
aHATOMHYECKUX 00JIaCTSIX Tejla BHE KOCTHOTO MO3ra, KJIETOYHBIM CyOcTpaToM
KOTOPBIX SBIISIFOTCS MUeJouIHbIe OnacTel. NHQUIBTpaTHl MUETOMIHBIX OJACTOB
y MAalMEHTOB C JUAarHOCTUPOBAHHBIMU OCTPBIMH MHEIIOUJHBIMU JIEHKO3aMU
HE KJIaCCUPUIIUPYIOTCS KaK MUETIOWIHASI CApKOMa, €CJIM OHU TIPEICTABIICHBI OITy-
XOJIEBOM MACCOM, B KOTOPOM TKaHEBasi apXWUTEKTOHHUKA HE BhIpaxkeHa. Muenocap-
KOMBI BOBHUKAIOT BO BCEX TKAHSAX M OpraHax, KyJa JUCCEMUHUPYIOT U3 KOCTHOTO
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MO3ra 3JI0KaYeCTBEHHO TpPaHC(HOPMUPOBAHHBIE TEMOMOITUYECKHUE KIETKU-TIPE/I-
IIECTBEHHUKH MHENON033a. Yalie BCcero nopaxarorcsi Koxa, JUMQpaTH4ecKue y3-
ael, KKT, koctu, markue tkanu, tectuc, [IHC. Hepeako MuenonaHas capkoma
MMEeT MHOXECTBEHHYIO JIOKajau3aluio. B OONBIIMHCTBE Cily4aeB MHUEIOWIHAS
capkoma COCTOUT M3 MUENT00JacTOB ¢/0e3 co3peBaHusl 10 MPOMUETOIUTOB, MHUE-
JIOITUTOB.

B 3HauuTEeNbHOM MPOLIEHTE CIy4yaeB OOHAPYKUBACTCS MHEIOMOHOLUTAPHAS
WM YUCTO MOHOOJacTudeckass Mopdoiaorus mMuerocapkombl. OMyXoiau ¢ TPUIIH-
HEHHON Mop@doorueld WiaM NPEeUMMYIIECTBEHHO W3 3PUTPOUIHBIX MPEIIIECTBEH-
HUKOB WJIM METakapuo0JIACTOB JIOBOJBHO PEJIKME M MOTYT BCTpPEUAThCS B CBSI3U
c OiacTHO# TpaHchopMalueil MuenonpoIrndepaTUBHBIX HEOIIA3M.

MuenouaHas capkoma MoxeT GopmupoBaThest de novo. Ee mocTtynupoBaH-
HBIM TMPEAIIECTBEHHUKOM SBIJISIETCSI KPOBETBOpHAs CTBOJIOBAs kieTka. OOHapyxe-
HUE MHUEIIOCAPKOMBI CIIEYET paccMaTpUBATh KAK 3KBUBAJEHT JHMArHO3a OCTPOTO
MHEIIOUTHOTO Jetiko3a (OMJI).

BolIsiBIIEHHE MHEIIOCAPKOMBI MOXKET MPEAIIECTBOBATh WM COBIIAIaTh C MaHU-
decraret OMJI win npeAcTaBiIsATh, OCTPYIO OJACTHYIO TpaHC(HOPMAIIUIO MHEIO-
mucractudeckux cunapomoB (MJIC), muenonponudeparuBubix Heoriazm (MITH),
MUEIIOIUCILIACTHUeCKUX/MueIonpordeparnBHbIX Heortasm (MJIC/MITH).

Kpome Toro, muenouiHas capkoMa MOXKET ObITb MHUITMAIBHOW MaHHU(ecTaIu-
el penuarBa y MAalUEHTOB C IMAarHOCTUpOBaHHbIM OMJI BHE 3aBHCUMOCTH OT
pe3yJabTAaTOB HCCIEAOBaHUs MepuPpepruyeckord KpOBH U KOCTHOrO Mo3ra. Takum
00pa3oM, MUEJIOCAPKOMBI YaCTO SIBJIIFOTCS] MOCTOSIHHBIMU TKaHEBBIMU (hOPMHUPOBa-
HUSMH — CITyTHUKaMH BapUAHTOB OCTPOTO MHEIOWHOTO JIEHKO3a ¢ COOTBETCTBY-
IOIIUM UM KJIETOUYHBIM cocTaBoM. Kak skcTpamenyisipHas ¢popMa reMmo01acTo30B,
MHUEJI0OCApKOMa UMEET KpaifHe HeOJIaronpUusTHBINA MPOTHO3, JJI ONITUMH3AIUN KO-
TOPOTO TPeOyeTCsl TPAHCIUIAHTAIINSI AJITIOTEHHOTO KOCTHOTO MO3ra.

['uctuonuTapHslie, JEHIPUTHOKIETOYHBIE, MACTOLUTAPHBIE CAPKOMBI — PEI-
KH€, BBICOKOArpEeCCHUBHBIC 3JI0KAYE€CTBEHHBIE HOBOOOPA30BaHUSA C BOBJICYECHUEM
B TIPOIIECC JIFOOBIX SKCTPAHOAANIBHBIX OPTAHOB U TKAHEH, a TaK’Ke KOCTHOTO MO3ra.

T'ucmuoyumapuwvie capkomsvl BO3HUKAIOT U3 3PEJIbIX TMCTUOLUTOB — MaK-
podaroB v ACHAPUTHBIX KJIECTOK MHUEIOWIHOTO MPOMCXOXKICHUS, y4aCTBYIOIIUX
B (paronmTo3e, MpOIECCUHTE U MPe3eHTAUU aHTUreHa TuM@ouHbpIM KieTkaMm. He
HCKJTFOYEHO MPOUCXOXKACHUE THCTHUOIMTAPHBIX HEOIJIa3M M3 IUTIOPUIIOTEHTHBIX
IrePMUHAJIBLHBIX KJIETOK (IMOPHOHAIBHBIX CTBOJIOBBIX KJIETOK), T. K. OHU BCTpeUa-
I0TCS Y MAIIUEHTOB C MEIMACTUHAIBHBIMU TepaTOKapIMHOMaMHU. [ ucTruonuTapHas
capKkoMa TakK)Xe€ acCOIIMUPOBAHA C MHUEIOAMCIUIA3USIMU, JICMKO3aMH M 3J0Kaye-
cTBeHHbIMU JUMPomamu. [IepBUIHO capKOMATO3HBIN POCT BBIABISETCS B JTUMpa-
TUYECKUX Y3JaX, MeueHu, cene3eHke ¢ BomiedeHueM IIHC, kumeyHoro Tpakra,
KOXH, MATKUX TKaHel. B mepudeprueckoil KpoBU PETUCTPUPYETCS MAHIUTOIIC-
Hus. KilmHM4eckue MposiBIICHUS: KUILIEYHAs HEMPOXOJIUMOCTh, T€NaTOCIIIIEHOME-
rajvs, TUTHYeCKue nopaxkenust kocteit ¢ 70%-noit neranpHOocThIO Ha III/IV cra-
JUAX 3JI0KQYECTBEHHOTO Mpolecca.



Jlenopumnokiemounvie capkomvbl BOSHUKAIOT U3 JEHAPUTHBIX KIETOK MUeE-
JIOWJTHOTO IPOMCXOXKICHUS: KIETOK JIaHrepranca, MHTEpAUTUTAIIBHBIX U IepMaJlb-
HBIX MHTEPCTULHAIBHBIX KIETOK. Heommasmel XapakTepu3yrOTCsl MYJIbTHOpPTaH-
HBIMH TOpKCHUAMHU (TUMpaTHIECKHUE Y3JIbl, JETKUE, TICUCHb, TIOYKH, CEJIC3CHKa,
KOCTH), arpeCCHUBHBIM TCUCHHEM, BEICOKOM JIETaTbHOCTHIO (110 50 %).

Macmoyumapuvie capkomsl — TPOSBICHUSA CHUCTEMHOIO MAacCTOLIMTO3a,
OTHOCSIIETOCS K MUEIONpoir(epaTUBHBIM HeollJla3MaM, MPEeAIIeCTBEHHUIICH KO-
TOPBIX SIBJISIETCS KPOBETBOPHAs CTBOJIOBasl KjeTka. MacromurapHas capkoma 00-
HapykuBaetcss B TosictoM kumieuHuke, [THC, kocTsax, Koxe, TOpTaHU C TpaHC-
(dopmaryeil B MaCTOLIMTAPHBIH JIEUKO3.

JIelKo3bI NEPBUYHO BO3ZHUKAIOT B LIEHTPAJIBHOM OpraHe reMoIiod3a — KOCT-
HOM MO3I€ ¢ I'eéMaTOI€HHOM IHCCEMHMHALMEN JIEHKO3HBIX KJIETOK B TKAaHU Opra-
HU3Ma, B CBSI3U C YEM JIEWKO3bl OTHOCAT K CUCTEMHBIM (pOopMaM remMo01acTO30B.
OT0 caMas MHOTOYMCIIEHHAas TpyIla TUIOBBIX (popM reMo0aacTo3oB, 3aboJieBae-
MOCTb KOTOPBIMU B MUP€ HEYKJIIOHHO PacTeT.

ITHOJOI'Us, HATOI'EHE3, OIIPEJEJIEHUE ITIOHATHNA,
KJIACCUO®PUKALIUA JIEMKO30B

ITHOJIOT U JIEKO30B aHAJIOTHYHA TAKOBOM OOJIBIIMHCTBA 37I0KAYECTBEHHBIX
HOBOOOpA30BaHUM, JIEMKO3bI MOTUITUOJOTHYHBL. VX pa3BuTHEe 0OYCIOBICHO BO3-
JNEUCTBUEM XUMHUUYECKUX, (U3MYECKHUX, OMOJIOTHYECKHX KaHleporeHoB. Cpemau
HUX 0C000€ 3HAYCHUE MPUHAIJICKUT MOHU3UPYIOIIEH paauaiuu, IpyruM BUIaM
00JTy4eHUsI, XUMUYECKUM BelecTBaM (OCH30JIy U €ro MPOU3BOIHBIM ), IIMTOCTATH-
yeckuM JiekapcTBeHHbIM npenaparaMm, PHK- n JIHK-onkoBupycam. Ilpuuem seii-
KO30TeHHBIN 3(PdekT peanusyeTcss B YCIOBUSIX HAPYIIEHHONW PE3UCTEHTHOCTH
U PEaKTUBHOCTU OPTraHM3Ma, OCOOCHHO IMPHU HACJIEACTBEHHBIX U MPUOOPETEHHBIX
nedekTax UIMMYHHOUM CHUCTEMBI.

IIaToreHe3 JEeNKO30B XAPAKTEPU3YETCSl CTAAMMHBIMHU MOJEKYJIAPHO-TEHE-
TUYECKUMH HapyIICHUSIMH, JI€KAIIMMHA B OCHOBE KaHIeporeHesa. JIeMKo3bl, Kak
U IPyTHE 3JI0KAY€CTBEHHBIC OMYX0JIEBbIE 3a00JI€BaHUS, MOHOTIATOT€HETUYHBI.

Craguu maToreHesa JIEMKO30B OTpa)aroT THUIUYHYIO (Da3HOCTh Pa3BUTHS
3JI0KQYE€CTBEHHBIX HOBOOOpa3oBauuii (puc. 2). I cmaous — unuyuayus (0mnyxo-
neBas Tpancopmaius). [loa BIusiHUEM KaHIIEPOTEHOB B CTBOJIOBOM MJIM KOMMHU-
TUPOBAHHOM TEMOMO3THUYECKON KJIETKE KOCTHOIO MO3ra BO3HUKAIOT TOYKOBHIE
MyTaluu (JeJIeIIui) TeHOB-CYIIPECCOPOB (AHTUOHKOTEHOB) M OHKOT€HOB C OTKJIIO-
YEeHUEM aHTUOJIACTOMHOM IIPOrpaMMBbl, B TOM YHCJIE arloNTo3a, TUIIEPIKCIpecCueit
OHKOT'€HOB. DTH KIIIOUEBbIE T€HHBIE HAPYILICHUS MPUAAIOT MyTUPOBAHHOM CTBOJIO-
BOM KJIETKE CIIOCOOHOCTH K OecrpeseIbHOMY JEJICHUI0, YTO MpeACTaBisieT (QyH-
JaMEHTaJIbHOE CBOMCTBO OMyXOJEBOro pocta. ['eMonoaTueckasi CTBOJIOBAsI KIIET-
Ka CTAaHOBUTCSI CTBOJIOBOM JIEMKO3HOM (PaKOBOI) KJIETKOM.
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| cragus — uHUIUanus (onmyxoJieBasi TpaHcopMaIus)

MYTaFeHHOC ,Z[CﬁCTBHe KaHICPOIr€HOB HAa CTBOJIOBYIO MJIM KOMMHUTUPOBAHHYIO KPOBCTBOPHYIO
KJICTKY KOCTHOI'O MO3ra

OTKITI0YeHne aHTHOIACTOMHOM MPOTPaMMBI ¢ HApYIIEHHUEM MPOTPaMM pocTa U Au(PepeHITnpOBKH

MYTHPOBAHHOM KPOBETBOPHOM KJICTKH
v

Tpanchopmarinst KpOBETBOPHOU KIETKH B 31I0KAYECTBEHHYIO CTBOJIOBYIO KJIETKY

v
Il cragust — npomouust

3710Ka4eCTBECHHAS CTBOJIOBAs KJIETKa CaMOpPCITUIUPYETCA C (I)OpMI/IIJOBaHI/IeM (<6CCCMepTHOFO»
JICKO3HOT'0 MOHOKJIOHA aTUITMYHBIX OITYXOJICBBIX JICWKO3HBIX 0J1aCTOB

v

Jletiko3HbIe OJ1aCTHI HE 3arporpaMMUpOBaHbl Ha KJICTOYHYIO CMCPTh (aHOHTOS)

111 cragusn — nporpeccust

OmnyxoneBas mporpeccus — IepMaHEHTHAS AeCTA0MITN3aIUs TeHOMAa TPaHC(HOPMUPOBAHHBIX
ONYXOJICBBIX 0J1aCTOB ¢ THIEPIKCIPECcCHEl Bce HOBBIX OHKOTCHOB M CYIIPECCHEH aHTHOHKOTSHOB

v

O0pazoBanue 0oJiee arpecCUBHBIX CYOKIIOHOB ¢ () OPMUPOBAHHEM OJIUTOKIOHOBOH 3JI0KA4€CTBEHHON

JICUKO3HOW MONYJISIIUA
v v
OCTPBIE JIEHKO3bI XPOHUYECKMUE JEWKO3bI (MUEJOU/IHBIE)
v v
Jletiko3Hble OmacThl UG GepeHINPYIOTCS B 3pesble

YTpara crtocoOHOCTH TEHKO3HBIX 0JaCTOB
K 1udPepeHIUpPOBKe
v

NudunbTparys KOCTHOTO MO3Tra ATHITHYHbI-
MU JIEMKO3HBIMU OJ1acTaMu

v

JlrcceMHUHAIUSI MHOTOYHCIICHHBIX
PO EPUPYIONIHX JICHKO3HBIX 0JIaCTOB
B NIepU(EPUICCKYIO KPOBb, TKAHU M OPTaHbI

v

Hakonienne B opranu3mMe akTHBHO
—| IpoIHepUpPyYIOMNX aTUITHIHBIX OJIACTHBIX
bopm
v
dopMupoBaHHE 3KCTPAMETyUIIPHBIX
OJIaCTHBIX HHQWIHTPATOB B TKAHSX
U OpraHax

OIIYXOJIEBBIC aTUIINYHBIC KIIETKU KPOBU
C OTKJIFOUCHUEM B HUX ITPOTIpaMMBbI ariorro3a

v

HakomieHnne B KOCTHOM MO3re AUCIUIa3UPOBAHHBIX,

ATUITUYHBIX CO3PCBAIOIIUX U 3PCIIbIX OITYXOJIEBbIX
KJIICTOK

v

JucceMUHAIMS € IMHUYHBIX TPONTA(EPUPYIOIINX
JIEWKO3HBIX 0JIACTOB B Nepru(epUIECKyIO KpPOBb,
TKaHU ¥ OpraHbl

v

DopMHUPOBAHUE B TKAHSAX U OpPraHax
3J10Ka4eCTBEHHBIX HOBOOOPa30BaHMIA —

P MuenocapkoM, TUM(POOIaCTHBIX TUM(OM —
C KJIETOYHBIM CyOCTpPaToOM, aHATIOTUIHBIM

- JIEHKO3HOMY

dopMHUpoOBaHHE 0YaroB AKCTPaMEAYILIIPHOTO
a0eppUPOBAHHOTO KPOBETBOPEHHS B TKAHSIX
Y opraHax
v
HanpHeilas omnyxoJieBas Mporpeccust JISMKO3HOro
KJIOHA C TIOJTHOHN YTPaTO# CIIOCOOHOCTH JIEMKO3HBIX
051aCTOB K TU( P EpEeHITUPOBKE
v
Becnipenenpras mponudeparyst IeHKO3HBIX 0J1aCTOB
C AUCCeMHUHAINEH B epuepruIecKyio KPOBb,
TKaHU ¥ OPTaHbI

N

ITonaBieHre HOpMaIBLHOTO
KPOBETBOPEHUSI, HApPYLIEHNE
JKU3HEACITENIbHOCTH OpraHu3ma

\

v
BJACTHBIN KPHU3
v

3HAUYUTENTHFHOE BO3PACTAHUE KOJIUUYECTBA AKTUBHO
nposueprupyOMUX JEHKO3HBIX OJIACTOB B KPOBH,
KOCTHOM MO3r€, B TKaHsAX U OpraHax

Puc. 2. [1atoreHes Jeiik030B
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II cmaousa — npomouusa (MOHOKJIOHOBAs cTaaus Jjeikosa). [Ipu Hamuuuun
B OpPraHu3Me MPOMOTOPHBIX (PAKTOPOB, YCHIIMBAIOIIMX KIETOYHYIO Hpoiudepa-
IUI0, JICKO3HAsl CTBOJIOBAs KJIETKA OCCHPEEIbHO JEIUTCS, YTO MPUBOIUT K 00pa-
30BaHUI0 OECCMEPTHOIO0 MOHOKJIOHA C TIOCIEAYIOIIUM HapallMBaHUEM €ro YHCIICH-
HocTu. Takum 00pa3oMm, B OCHOBE (hOPMUPOBAHMS B KOCTHOM MO3I€ OIyXOJEBOMH
MONYJISILUU JIEKUT INEPBOHAYAJIBHOE BO3HUKHOBEHHE OIHOM 3JI0KAYE€CTBEHHOMN
CTBOJIOBOM KJIETKH, a 3aTEM — KJIOHA JICMKO3HBIX KIJIETOK. JIEMKO3bI, KaK U IpyTrue
3JI0KaYECTBEHHBIE HOBOOOPA30BaHUs, MOHOKJIOHAIbHBI.

III cmaousa — npozpeccus (0OMUTrO-NIOJIMKIIOHOBAs CTaaus Jeiko3a). B xoxe
ATOM CTaJuM MOCIEAYIONINE MHOTOKPATHbIE MYTallil CIIOCOOCTBYIOT BCE OOJIbILIECH
JecTaOuIM3aIii TeHOMa TPAaHC(POPMHUPOBAHHBIX KJIETOK MOHOKIJIOHA C THIEPIKC-
IIPECCUEN BCE HOBBIX OHKOTE€HOB U CYIPECCHUEW AHTHOHKOT€HOB. JTO MPUBOAUT
K BO3HMKHOBEHHUIO 00Jie€ arpeCCUBHBIX CYOKJIOHOB, KJIETKHA KOTOPBIX MpuoOpeTa-
IOT CBOWMCTBA 3JI0KAQUECTBEHHOCTHU C 3aMEIEeHUEM (MeTarula3uei) HOPMaJlbHOTO
reMoI1033a, paclnpocTpaHeHHEM (AUCCEMUHAlMe) reMaTOreHHbIM IyTEM B TKaHH
OpraHu3Ma OIyXOJEHOCHUTEN U (POPMUPOBAHUEM B HUX MH(PUIBTPATOB Mpoiude-
pupyoImux 6JaCTOB, 04aroB U3BpaIIeHHOTo (a0eppaHTHOTO) remornod3a. JIeikos-
Hasl MOMYJSALUS CTAaHOBUTCS arpeCCUBHOM OJIMTO-/MOJIMKIOHOBOM, YTO KIMHUYE-
CKHM BBIPAXaETCS IMPOTPECCUPYIOIINM YTSKEIICHHEM TEUEHHSI OCTPBIX JIEMKO30B
1 0JaCTHBIMU KpH3aMH B JHHAMUKE XPOHUYECKHX JICHKO030B (pHc. 2).

BecpMa BEpOSTHO, YTO IPH OCTPBIX JEUKO3aX U3 METACTAZUPYIOLIUX JIEUKO3-
HBIX OJJACTOB MOTYT (POPMHPOBATHCA COJUAHBIE SKCTpaMeayJUISIpHbIE HOBOOOpa-
30BaHUsI — MHUEJIOCApKOMbl WK JuM@oOnacTHeie auM@ombl. MonekyspHO-
IF€HETUYECKUE MEXaHU3MBI JIEMKO30TE€HE3A JIEKAT B OCHOBE aTUIIMYHOCTU KJIETOK
JIEMKO3HOTO KJIOHA, KOTOPbIE HE TOXKIECTBEHHBI OJaCTHBIM, CO3PEBAIOIINM U 3pe-
JBIM 3JIEMEHTaM HOPMAaJIbHOTO TeMono33a. OHU OTIMYaroTCs UTOMOpdoIoruye-
CKUMH, TUCTOXUMUYECKUMH, UMMYHO(DEHOTUTTUIECKUMHA U TEHETUYECKUMHU aHO-
MaJisSIMHU.

OcobGennoctu (HOpMUPOBAHUS, ATUITU3M M aBTOHOMMSI JICMKO3HOM TOIMyJIsi-
LY, BOBJICYCHUE B 3JI0KAYECTBEHHBIN IPOLECC CUCTEM LIEJIOCTHOIO OpraHu3ma
OTPaXEHBbI B ONPEIECICHUU MOHATHS «JIECUKO3». JIeK03 — HEOIIaCTU4ECKOE 3a-
0oJieBaHNE CUCTEMBI KPOBHU, Pa3BUBIIEECS B pe3yJIbTaTe 3JI0KAaU€CTBEHHOM TpaHC-
dbopmali CTBOJIOBOM MM KOMMUTHPOBAHHOW T€MOIOATHYECKOW KIIETKH, (op-
MUPYIOIIEH B KOCTHOM MO3re OecrpeiebHO PO epupyroniui, ¢ MeTamia3uei
KPOBETBOPHOM TKaHU, OMYyXOJEBBIA KJIOH, TUCCEMUHUPYIOIUM B mepudepuye-
CKYIO KPOBb, TKAHH, OpPTraHbl ¢ 00pa30BaHUEM OYaroB SKCTpaMenyJUIsipHOro adep-
PAHTHOTO KPOBETBOPEHMSI U OJIACTHBIX MH(DUIBTPATOB, MOBPEKAAIOUIUX CTPYKTY-
pBI ¥ QYHKIIUM OPTaHU3Ma OTYyXOJICHOCUTESL.

Jleiiko3/mumd¢oma — HeorutacTuueckoe 3a0071eBaHNE CUCTEMBI KPOBH, pa3-
BUBILIEECS] B pe3yJibTaTe JCHKEMHU3alUU HMEIOIIeHcS B OpraHu3Me JHUMQOMBI
(BTOPMYHOTO BOBJICUYEHHS B JUM(POMHBIN 3JI0KAYECTBEHHBIN IMPOLIECC KOCTHOTO
MO3ra) WIN KJIOHAJIbHON 3KCMAaHCUU KOCTHOTO MO3ra 3J0KauyeCTBEHHBIMU JIUM()O-
[IUTaMH{, BOSHUKIIUMU B JTUM(OUTHBIX TKAHSX MPU CO3PEBAHHH, C METaIlIa3HeH
KPOBETBOPHOW TKaHW KOCTHOTO MO3ra, JUCCEMHHAIMEN 3JIOKQUECTBEHHBIX JIUM-
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dbo1uTOB B nepudepruyeckyro KpoBb, TKAHU U OPraHbl, T. €. C COXPAaHEHHUEM BCEX
3aKOHOMEPHOCTEH pa3BUTHS JIEHKO30B.

MpuHuunsl kiIaccupukaumm JedKo30B. PyKOBOIACTBYSACH IPUHIUIIAMHA
npeapayuX Kiaccudukanuii HeorasMm cuctembl kpoBu (FAB, 1976 r.; EGIL,
1995 r.; REAL, 1997 r.; BO3, 2001 r.), aBTOpHI COBPEMEHHOI KiIaccuPUKauu
(BO3, 2008 r.) m30panu KIIOYEBBIM HAMpPABJICHUEM T'€HETUYECKYI0 M TEHHYIO
UJCHTU(DUKAIINIO JIGHKO30B B CBETE TOCICTHUX JOCTIDKCHHA MOJICKYJISIPHOM
TE€MaTOJIOTHH.

[To mpoucxokIeHUIO IEHKO3bI TPATUIIMOHHO KIACCUPUITUPYIOT HA MUEI0UO-
Hble U TUM@OUOHbLe, IO CTIOCOOHOCTH JICHKO3HBIX KIETOK K AU(PepeHtupoBKe —
ocmpble U XpoHuiecKue.

OcTpble JIEUKO3bl XapaKTEPU3YIOTCS MOJTHOM yTpaTod COCOOHOCTH K Aud-
dbepeHIIUPOBKE, XPOHUYECKHE — COXPAaHEHUEM CIIOCOOHOCTH K W3BpAICHHON
muddepennupoBke. KiaeTounslii cyObcTpaT OCTPHIX JEHKO30B COCTABIIAIOT 0J1acT-
HbIE KJIETKH, TMPEJCTABISAIONIME COOOW pe3yabTaT HEOIUIACTHYECKOW MOHOKIIO-
HaJIbHOU Tpoudepanuu TpaHcHOPMUPOBAHHBIX CTBOJIOBBIX MJIM KOMMHUTHPOBAH-
HBIX TE€MOIOATHYECKUX KJIETOK. KileToUHbIM cyOCTpaToM XPOHHUYECKUX JIEHKO30B
SBJISIOTCSL aTUITUYHbBIE CO3PEBAIOIIUE U 3pelible KIETKH, peolagaroniiue B nepu-
dbepuiecKoil KpOBU M KOCTHOM MO3T€, C BO3MOYKHBIM COZCp)KaHUEM MaJOYUCIICH-
HBIX 0J1aCTOB.

[To konmuecTBy serikoruToB (L) B nmepudepudeckoit KpoBU Ha TOH WIM UHOU
CTa[MU TEUEHMs PA3INyaloOT JeiKo3sl etikemuyeckue (L > 100 - 10%n); cybneii-
xemuueckue (L >9 - 10%n, no menee 100 - 10%n); anetixemuueckue (L B npenenax
HOpMBI), etikonenuyeckue (L < 4 - 10%m) (W. Dameshek, 1958 r.).

B coBpemeHHON KiIacCHU(pUKAIMKU PA3INYalOT CIETYIONINE HO30JOTHYECKUE
rpynnbl MUEJIOUTHBIX JIeHK030B:

1. OMJI ¢ peKkyppeHTHBIMU T€HETHUYECKUMU aHOMAIUSIMH (TIOCTOSIHHBIM BbI-
SIBJICHMEM OTPEEICHHBIX XPOMOCOMHBIX aleppanuii U (HOPMHUPYIOIMIUXCS TMPHU
ATOM CJIUTHBIX T€HOB-MAapKEPOB, CIYKAIUX YHUKAIBHBIM JTUATHOCTUYECKUM KpH-
TEepUEM):

—~ OMJI ¢t (8;21) (022; g22) RUNX1-RUNX1T1Y

—OMJIcinv (16) (p13,1; q 22) unu t (16; 16) (p13.1; g22) CBFB-MYH11;

— oCcTphIi mpomuenonuTapHbii jeiko3 (OII) ¢ t (15; 17) (q22; q12) PML-
RARA,

—OMJIct(9; 11) (p22; q23) MLLT3-MLL;

—OMJIct(6;9) (p23; g34) DEK-NUP214;

—OMJIcinv (3) (921; 926.2) i t (3; 3) (921; 926.2) RPN1-EVI1;

— OMUJI (merakapuobnactabiii) ¢ t (1; 22) (p13; q13) RBM15-MKL1;

— OMJI ¢ mutated NPM1;

— OMUJI ¢ mutated CEBPA.

! Tocne a66pesuaryper octporo neiikoza (OMJI, OIJI u ap.) cneayer 0603HaYE€HME XPOMOCOMHOM aHO-
mannu t (8; 21) (922; g22), 3arem — ciutHOro xumeproro rera (RUNX1-RUNXIT1).
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2. OMJI necnenndunuponanusie (NOS — not otherwise specified) ¢ orcyr-
CTBUEM PEKYPPEHTHBIX TEHETUYECKUX AHOMAJIHIA:

— OCTPBIM MHUET00JIACTHBIM JIEMKO3 C MHHUMaJIbHOU au(dEepeHIIMPOBKON
(MO);

— OCTPBIA MHEIO0IACTHBIN Jieiiko3 6e3 cozpeBanus (M1);

— OCTpBI MUEJNIO0IACTHBIN JIEHKO3 ¢ co3peBanueM (M2);

— OCTpBII MUEJIOMOHOLIMTAPHBIN JIeliKko3 (M4);

— OCTPBIN MOHOOJIACTHBIN/MOHOITUTAPHBIH JIeiK03 (MY);

— OCTpBII 3pUTPOUIHBII Jieliko3 (M6);

— OCTpBI MerakapuoOIacTHbIi jeiko3 (M7);

— OCTpbIi 6a30(PUITBHBIN JEHKO3;

— OCTpPBI MAaHMUENO03 ¢ MUETOPUOPO30OM.

3. OMJI, cBsizaHHBIE C MUETIOIUCIIIACTUYECKUMU NU3MEHEHUSIMU.

4. OMJI, cBs3aHHBIE C Tepanuei.

5. MuenouiHbIe HEOIIa3Mbl, aCCOIIMMPOBAaHHbIE C CUHAPOMOM [layHa.

6. briactHas mnasmManuTOUIHAS JEHAPUTHOKIETOUHAS HEOIIa3Ma.

Muenonponugepamusnvie neonnazmvl — coOUpPATEIHLHOE HA3BAHUE TPYII-
bl XPOHUYECKHX JIEMKO30B, BO3HUKAIOIINX U3 KPOBETBOPHOU CTBOJIOBOM KIIETKH,
KOMMHUTHPOBAHHOM B HAINpaBJIE€HUU OJAHOW MM 0oJiee MUEOMIHBIX JMHUM (Tpa-
HYJIOUUTApPHOU, SPUTPOLUTAPHON, METrakapuOLUTapHOW, MacTouuTapHoii). K aToii
rpynme JIeHKO30B OTHECEHbl XpOHWYECKWid MuenouaHbni neiiko3 BCR-ABL1
MO3UTUBHBIN, XPOHUYECKUN HEUTPODUIBbHBIA JIEMKO3, UCTUHHAS MOJUIATEMUS
(polycythaemia vera), mepBUYHBIN (MIUOMATHYCCKUI) MHET0PHOPO3, 3CCEHIIU-
albHas TPOMOOIUTEMHUS, XPOHUUECKUN 203MHOMUIIBHBIN JIEWKO3 HecnenuuIu-
POBaHHBIN, MACTOKJIETOUYHBINA JIEWKO3, MUETOMPOIH(pEpaTUBHBIE HEKIACCUDUIIN-
pyEMBbI€ HEOIUIA3MBI.

Muenooucnnacmuueckue cuHOpomMbl — TETEPOTEHHBIE OIyXOJEBbIE 3a00-
JIEBAaHUSI CUCTEMBI KPOBH, MPH KOTOPBIX MOPAXKAETCS MOJIMIIOTEHTHAs! CTBOJIOBAs
KPOBETBOpHAsl KJETKA WJIM MHEJOUJIHBIA TNPEAIIeCTBEHHUK KOCTHOTO MO3ra
C HapyIIEHUEeM CO3pEBaHUs, NUCIUIA3HEeH U NTUCPYHKIUEH KIETOK KPOBHU, a TAKKe
OJTHO-, JBYX-, TPEXPOCTKOBOW LMTONEHUEN BCIIEICTBHE aIlONTO3a IUCILIA3UPO-
BAHHBIX KJIETOYHBIX 371eMeHTOB. Bumel MJIC: pedpakTepHble HUTONEHUU® ¢ OJI-
HOJIMHEWHOM aucruiasuen (pedpakrepHas anemusi, pepakTepHas HEUTPONEHUS,
pedpakrepHas TPOMOOLMTOIEHU), peppaKkTepHas aHeMHUs C KOJIbLIEBBIMU CHUJIE-
pobistactamu, pedpakrepHas aHeMHusl ¢ U30BITKOM 0J1lacTOB, pedpakTepHas UTO-
MEHUsI ¢ MHOXKECTBEHHbIMU JucIuiazusiMu, M/IC ¢ uzonupoBanHoU aenenuen 5q,
nerckue MJIC, nexinaccuduimpyemosie MJIC.

Muenooucnaacmuueckue/muenonponughepamugnovie Heon1amMol — TPYI-
na JIEMKOo30B ¢ uepTaMu, xapakrepHbiMu Kak st MJIC, Tak u qis MITH. K stoit
IPYNIe OTHOCATCA XPOHUYECKUM MHUEIOMOHOLMTAPHBIA JIEMKO3, aTUINUYECKUN

2 Lludpossie o6o3nauenus OMJI cootBerctByroT FAB-Kinaccudukamuu (1976 1.).
% Pe(hpakTepHbIE IUTONIEHUN — AHEMHUH, HE CBS3aHHBIE ¢ AedumuToM BUTaMUHA B1p, ommMeBoi Kuco-
THI 1 JK€JIe3a; CTOMKHE, PE3UCTCHTHBIC K TEPAlMi HEUTPOIIEHHH B TPOMOOIINTOTICHHH.
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XpOHUYECKUN Muenouaubiii Jeiko3 (BSR-ABL1 HeraTuBHBIN), FOBEHUJIbHBIN
MHUEJIOMOHOIUTapHBIH Jieiiko3, MJIC/MIIH neknaccubunmupyemsie.

Ocmpule numpouonsvle neiiko3pl — HEOIUIA3Mbl U3 3JI0KAUECTBEHHO TpaHC-
dbopMUPOBaHHBIX JTUM(OUIHBIX MpeaIIecTBEeHHUKOB (MuMdoobiaactoB). Mcxons u3z
OTpeIeSICHUs, OHU KJIACCU(PHUIIUPYIOTCS KaK ocmpule auM@poobiacmuvie 1elKo3bl
(OJIJI). YuauTbIBas IepBUYHOE BOSHUKHOBEHHE JIMM(POOIACTHOTO JICHK03a B KOCT-
HOM MO3T€ U TpaHc(opMaInio B OCTPhIi JielKko3 TuM(OOIacTHON TUMQPOMBI TIPH
ee Jeiikemuzanuu, B 0603HaueHnn OJIJI ucnonap3yroT coOOCTBEHHO Ha3BaHHUE JiCii-
KO3a C 00s3aTeNIbHBIM BKJIIOYEHHEM TepMHuHa «IumdoOnacTHas aumdpomay. Ot-
ctoga B-, T-ocTpslit muMdoOmacTHBIi Jeiiko3 KiaccuPpuuupyroT kak B-, T-ocTpblit
auMdoOaacTHbIN neitko3/mumdoodnactaas mumdoma (B/T-OJJ/numdoma). Knac-
cudukarusa EGIL (EBpormeiickas rpynmna UMMYHOJIOTHH JICHK030B, 1995 r.) mo3Bo-
Juiia BeIIEUTh cheaytomue Bapuantel B-OJIJT u T-OJUI, TpeOytoniue pa3nuyHbix
porpamm Jie4YeHHs, HA OCHOBAaHUU UMMYHO(EHOTHUIIA JIEUKO3HBIX TUM(P00OIacTOB
(Habop moepxHOCTHBIX CD-aHTUTEHOB, ONpenensomux ypoBeHb auddepeHIu-
POBaHHOCTH OJIACTOB M UX MPUHAMIEKHOCTh K T- 1 B-nmuHusm):

1. B-OJIJI/numdomsi:

— npo-B-OJIJI (CD19*, cCD79A", cCD22*, HLA-DR*, CD34*, TDT*)*

— common-B-OJUJI, unu mnpe-npe-B-OJIJT (CD19*, CD10*, CD34%; HLA-
DR*, TDT?);

— npe-B-OJIJI (CD19*, CD10%, HLA-DRY, c-ulg");

—3penwiii B-OJIJI (CD19%, HLA-DR, slg®).

2. T-OJUJI/mampomsr:

— mpo-T-OJIJI (cCD3*, CD7*, CD34*, TDT™);

— npe-T-OJIJI (cCD3*, CD7*, CD2", CD5%, CD34*, TDT");

— koprukansusii T-OJIT (sCD3*, CD7*, CD5", CD1a*, CD34*, CD4*, CD8",
TDTY);

—3pensiii T-OJIJT (CD77, CD5*, sCD3*, CD4*/CD8*, TDT*) ¢ noaBapuanTamMu
no tury T-kiaeTouHbIX perentopoB: anbgpa/oera T-OJUI; ramma/nensra T-OJIJI.

B knaccudukamuun BO3 (2008 r.) BbIZCICHBI CISAYIOIINE HO30JOTHUYESCKUC
rpynnbl OCTPbIX JUMQOJIEHKO30B!

1. B-OJIJI/mumpoma NOS.

2. B-OJUJI/mumdombl ¢ peKyppEeHTHBIMU T€HETUIECKUMHI AaHOMATHSIMH

— B-OJUUI/numdoma c t (9; 22) (q34; q11.2) BCR-ABL1I,

— B-OJUUl/nmamdoma c t (v; 11923) MLL rearranged;

— B-OJUUl/mamdoma c t (12; 21) (p13; g22) TEL-AML1 (ETV6-RUNX1);

— B-OJJI/mumdowma c t (5; 14) (q31; g32) IL3-IGH,;

— B-OJUUl/numdoma ¢ t (1; 19) (q23; p13.3) E2A-PBX1(TCF3-PBX1);

— B-OJIJI/mumdoma ¢ TunepauIionInei;

— B-OJIJI/nmumdoma ¢ runoAurionnei.

3. T-OJUI/nmumpoma.

4 B ckoOKax 1aH MIMMyHO(EHOTHII JIeiiko3a — Habop CD-aHTUreHOB.
15



Hekoropble xpoHudeckue IUMGOLUTAPHbIE JEHKO3bI/IUMGOMBI MPEICTaB-
jeHbl B kiaaccudukaiuu BO3 (2008 r.) cneayromuMy rpynnaMy HeOIIa3M:

1. Heomnasmel U3 3penbix B-kieTok:

— XpOHUYECKUN TUM(OIMTAPHBIN JIEUKO3/TUM¢pOoMa U3 MaJbIX JTUM(OIIUTOB;

— B-kneTounslii mponuM@onuTapHbIN JIEHKO3;

— BOJIOCATOKJICTOYHBIN JIEHKO3 U Jp. (cM. puc. 1).

4. Heorna3mel u3 3penbix T- u NK-kietok:

— T-K1€TOYHBIN MPOIUMQPOLIMTAPHBIH JIEUKO3;

— T-K1€TOYHBIN KPYITHOTPaHYJIAPHBIN JTUM(POLUTAPHBIN JIEUKO3;

— arpeccuBHbId NK-KII€TOUHBIN J€MKO03;

— T-xneTo4Hslii JeKo3/TuM¢poMa B3pOCIBIX U 1p. (cM. puc. 1).

B knaccudukanuu BO3 (2008 r.) BeIiesIeHa TpyIia OCTPhIX JICHKO30B «acute
leukaemias of ambiguous lineage» (ocTpbie JIEHKO3bI HEOMPEACICHHON (IBOM-
CTBEHHOM) uHUU qudHEepeHIIMPOBKU ), JTaHHBIX Ha puc. 1.

OCTPBIE JIEMKO3bI. OBIIAS XAPAKTEPUCTHUKA

B TedeHun OCTPBIX JIEMKO30B BBIICIISAIOT:

— TIEPBBIA OCTpPbIN NIepuo (1e0r0T, niau MaHugecTanus 3a00J€BaHusA);

— Pa3BEPHYTYIO CTAAUIO;

— PEMUCCHIO;

— pELUIUB.

Jlo mosiBIEHUSI COBPEMEHHBIX ITUTOCTATUYECKUX MpernapaToB U IMpOrpaMm
JICUEHUS] OCTPBIN JIEHKO3 ObLI (paTaibHBIM Ha BbICOTE€ MAHU(ECTAMU U Pa3BEPHY-
TOM CTaluu CO CPeHEHN MPOJOJIKUTEIHHOCTHIO KU3HU TAIMEHTOB 2,53 mecsIa.
B HacTosimiee BpeMs OTMEUalOTCSl JUIMTEIbHBIE PEMHUCCUU, 32 KOTOPBIMU MOYKET
cienoBaTh peuuauB. Pemuccuss MoKeT OBITh TOJHOM W HEMOJIHOW: KIMHHKO-
reMaTOJOTHYECKOW, KIMHUKO-IIUTOJIOTHYECKON, MOJEKYIIPHO-OMOIOTHICCKOM.
[ToHOW KIIMHUKO-TEMATOJOTMYECKOM PEMUCCUEN MPUHATO HA3bIBATH TO COCTOS-
HUE KPOBETBOPEHUS, KOT/Ia B HOPMO- UM YMEPEHHO-KJIETOYHOM KOCTHOM MO3Te
oOHapy>kuBaeTcs He 6oiiee 5 % OIacCTHBIX KJIETOK, B epupepuiecKoil KpoBHU rpa-
HynouuToB — He Menee 1 - 10%1, tpomGormTos — 100 - 10%01, mpu 5ToM 3KCTpa-
MEIYJUISIPHBIE OYard JICMKO3HOTO MOpaKeHUs OTCYTCTBYIOT. llanueHT cumTaercs
BBI3JIOPOBEBIIINM, €CJTU MOJHAST KIMHUKO-TEMATOJIOTUYeCKasi PEMUCCUS COXPaHSET-
cst 6osiee 5 set. 3a nepBoe aecsaTwieTne XXI B. MATWIETHsIS O€3peluIuBHAs BbIKU-
BaeMmocTh mpu OMJI B cpeHem cocraBuia 6osee 35 % (M. A. Bonkosa, 2011 1.).

IIposiBIEHHs OCTPOro JIeWKO3a B OCHOBHOM CBSI3aHBI C METAILIA3UEN JIEUKO3-
HBIMH 0JIacTaMU HOPMAJIHHOM TeMOMO3TUYECKONW TKaHU KOCTHOTO MO3Ta, YTO MPHU-
BOJUT K TSDKEJIOW KOCTHOMO3TOBOM HEAOCTATOYHOCTH U (POPMUPOBAHUIO aHEMU-
YECKOT0, TeMOPParuuecKkoro, MHPEKIMOHHOTO CHHIPOMOB.

AHeMH4YeCKUNl CHHAPOM BBI3BaH IOJIABJIECHUEM 3PUTPOIIOI3a JIEMKO3HBIMU
OJlacTaMu | TIPEACTaBIICH TSDKEJIOM MeTaruracTHYecKol aHeMuei. B ocHoBe pas-
BUTHUSI TeMOPPAru4ecKOro CHHAPOMA JieKaT HApYIICHHS MErakapuononsa (Bbl-
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paxkeHHasi TPOMOOIIMTOIIEHHUS] ), CBEPTHIBAIOILEH U TPOTUBOCBEPTHIBAIOIIEH CUCTEM
KpPOBH, YTO BBIPAJKAETCS B MACCUBHBIX KPOBOTCUECHUSX U KPOBOUZIHUSHUSAX.

NndexknuoHHbIA CHHAPOM O00YCIIOBJIEH Pa3BUTUEM MAHIIUTONICHUH, MUEJIO-
TOKCUYECKOT'0 arpaHyJoIUTo3a U MaHMUETO(PTU3a, MPOBOLMUPYIOUIUX TSKEIbIE
BUpYCHBbIE (TJIAaBHBIM 00pa3oM TepreTHYecKrue) U OaKTepuabHbIE MOPAKEHUS
OopraHu3ma.

I'unepniacrtuyeckuii cMHAPOM OOYCIOBIIEH OOpa30BaHUEM 3KCTpameryJ-
JSIPHBIX THPWIBTPATOB MPOTH(EPUPYIONNX OJIACTOB B OpraHaxX W TKAHSIX, YTO BBI-
3bIBaeT JUM(aJCHONATHIO (PETMOHAPHYIO WM TeHEpaIM30BaHHYIO), TeraToMera-
JIMIO, CIJIEHOMETAJINIO, TUIEPILIa3UIo JECEH, 00pa30BaHUE KOKHBIX JIEUKEMHJIOB.

HeiipoJsieiikeMu4yecKuii CUHHAPOM (HeHPOJIeiK03) CBSI3aH C METacTa3upo-
BaHMEM OJIACTHBIX KJIETOK B MO3IOBbI€ O0OOJIOUKH TOJIOBHOTO M CIMHHOTO MO3ra,
HapyILIEHUEM MO3TOBOI0 KPOBOOOpAILEHUSI, PA3BUTUEM MEHUHICATIbHBIX U TUIIEP-
TEH3UBHBIX COCTOSIHHM, 04aroBbix nopaxeHui [IHC ¢ HapylmeHUsAMH JOKOMOTOP-
HOM U ceHcopHOU (pyHKIM, OJacTHOW MH(UIbTpaIMel YePEeITHOMO3IOBBIX U TIe-
pudepuyeckux HEpBOB ¢ (opmupoBaHuem OoeBoro cuHapoma. biactHbie
nposudepaTsl B KOCTAX M CyCTaBaX BBI3BIBAIOT MHTEHCHUBHBIE 0OJIM — OCCAJITUU
U apTpaJTuu.

NHTOKCUKAIIMOHHBIN CHHAPOM TPOSBISIETCS JMXOPAIKOH, CJ1aboOCThIO,
aHOPEKCHUEH, CHIP)KEHUEM MAacChl TeJla, KaxeKCcuel, OypHO HapacTaroIIUX MPU BbI-
PaXXEHHOM PE3UCTEHTHOCTHU K LIMTOCTATUYECKON XMMHUOTEpaIUU.

B nepudepudeckoit KpoBU NPU OCTPBIX Ji€HKO3aX OJacTHBIE KIETKU MOTYT
coctaBiaTh 90-95 % Bcex nelikoruToB. B ne6roTe ocTporo seiko3a KOJIHMuecTBO
JNEWKOIMTOB B TepU(epHIECcKOil KPOBH BapbupyeT B npeaenax ot < 1 - 10%x mo
(200-300) - 10%x; BEIABIAIOTCA aHEMUS, TPOMOOLIMTOIICHHS MM TTAHIUTONEHUS,
nevikemuueckuit mposai (hiatus leukaemicus). OcTpplii JeHKO3 TUATHOCTUPYETCS
B Ciiydae oOHapyxeHusi B KOCTHOM Mo3re > 20 % OjacTHBIX KJIETOK (10 paHee
CYILIECTBYIOIIUM HOpMaM MUHUMYM 30 %), a Takxe MpU BBISIBICHUHN XapaKTepPHO-
ro reHHoro Jedexra.

OCTPBIE MUEJIOUIHBIE JIEMKO3BI

OcTpble MHEJIOUAHBIC JIEHKO3bI — TETEPOTreHHAs TPyNIa OCTPBIX JIEWKO-
30B, BO3HUKIIMX M3 3JI0KAYECTBEHHO TPaHC(HOPMHUPOBAHHOM KIETKU-TIPEAIIECT-
BEHHUKA MHEJIONO0A3a WM TEMONOITUYECKOM CTBOJIOBOM KIETKH KOCTHOTO MO3ra.
Pa3HopoIHOCTH JIEMKO30B ATOM TPYIIILI CBsI3aHAa TJIABHBIM 00pa30M ¢ MPUHAIJIEK-
HOCTBIO K PA3JIMYHBIM JIMHUAM MUEIOUIHOTO KpoBeTBOpeHud. Oxomno 10 % OMIJI
UMEIOT J3PUTPOMJHYIO W MErakapuOLUUTApHYIO JIMHEHHYI HaIlpaBJIE€HHOCTD,
OCTaJIbHBIE — I'PAHYJIOLUUTAPHYIO U MOHOLIUTAPHYIO.

I'pynnma OMJI NOS. ['maBHbIM OTIMYMEM JEMKO30B JaHHOM TPYIIbI SBIIS-
€TCsl pa3inyHas cTeneHb TudPepeHInpPOBaHHOCTH JCHKO3HBIX 0JIACTOB, YTO MPO-
SBJISIETCSL B OCOOCHHOCTSIX CUMIITOMATHUKH M MPOTHO3€ 3a00JIeBaHUN. DTHU BapraH-
TBI JIEUKO30B SIBJISIFOTCS TPOU3BOJHBIMU KPOBETBOPHOM CTBOJIOBOM KIIETKH.
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Ocmpotii muenoonacmustii 1€iKo3 ¢ MUHUMAIbHOU Oughepenyuposkoil
(M0) xapakTepu3yeTcsi OTCYTCTBUEM MPU3HAKOB MUEIOUIHON AuddepeHInpoBKU
B UUTOMOP(OJOTUYECKUX U IUTOXMMHUYECKHX HCCIeAOBaHUsAX. MuenounaHas
npupoza 61acToB 0OHApyKUBAETCSA NMPU UMMYHO(DEHOTUITUPOBAHUHN U METOIAMHU
YIBTPACTPYKTYPHOUH ITUTOXMMHUHU, YTO MO3BOJIMIIO OTIMYUTH 3TU Bapuantel OMJI
ot OJUJL. Dtot Bug OMJI yaie BCcero IMarHOCTUPYETCS Y MIIAJICHLEB UITU TTOXKU-
abix monaen 60—70-netHero Bo3pacta. KieTouHslii omyxoeBblil cyOCTpaT KOCTHO-
ro Mo3ra u nepudepudeckoil KpoBH MPEACTABICH CPEIHUMH U MEIKUMH Ojacta-
MU 0e3 3epHUCTOCTH (HamoMmMuHarommmu numdobnactel), B 40 % cayuyaeB
HKCIIPECCUPYIOIIMMU TOJBKO CTBOJIOBOKIETOUHbIN anTureH CD34, a Takxke CD38,
HLA-DR, uro yka3bIBacT Ha HE3pEIOCTh OJACTHBIX KJIETOK U HEOIAaronpHusTHBIN
porxHo3 3adoseBanus, a B 60 % ciayuyaes skcnpeccupyronmmu, kpome toro, CD13
u CD33, cBHUIETENbCTBYIOUIMMUA O MHUEIOUJIHOM MPOMCXOXKIECHUU JIEHKO3a.
TspkecTh KIMHUYECKOTO COCTOSIHUSI CBfA3aHAa C MaHIMTONEHHEH, OOJbIIMM Mpo-
LEHTOM OJIACTHBIX KJIETOK B KDOBH U KOCTHOM MO3T€.

Ocmpotii muenoonacmuslii neiko3 6e3 cospesanusn (MI1) xapakrepuzyercs
BBICOKMM IPOLEHTOM OJIaCTOB B KOCTHOM MO3re 0€3 BBIPRKEHHBIX IPU3HAKOB
HehTpoduibHoi muddepenuupoku. Peructpupyercs no 10 % cioygaes OMJI,
yaiie y JiroJiei 3penoro Bo3pacta. KnmuHudyeckre nposBiIeHUs B epudepruyeckon
KpOBU: aHEMMsI, TPOMOOLIUTOIIEHUS, HEUTPONIEHU; COAEepKaHue OJacTOB B KOCT-
HOoM Mo3re — > 90 % OT Bcex HEIpUTPOUAHBIX KieToK. Kierounsrii cybctpar
MIPEICTABIEH MUEIOUIHBIMU OJacTamMu, 4YacTO HAIOMHHAIOUIMMU JTUM(}OOIACTHI,
C OTCYTCTBHEM a3ypO(pHILHON 3€PHUCTOCTH UM €IUHUYHBIMU TpaHyIaMu/maioy-
kKamMu Ayaspa MeHee 4eMm y 3 % 011acTOB, BBICOKUM SIE€PHO-IIUTOIIA3MATUIECKUM
cooTHouleHHeM. MIMmyHodeHoTHIT XapaKTepu3yeTcs: SKCIPECCUPOBAHUEM MUEINO-
uaHbix antureHoB CD13, CD33 u He3penoro crBosoBokierouHoro CD34.

Ocmpotii muenodaracmuslil 1eiko3 ¢ cozpesanuem (M2) xapakrepuzyercs
HAJIMYMEM B KOCTHOM Mo3re W nepudepuueckoid kposu > 20 % nelko3HbIX Oa-
CTOB, a Takxke > 10 % co3peBaroIUX KIETOK HEUTPOPUILHOM JIMHUU, YTO SBIISETCS
npu3HakoM uMmerotelics nuddepenurpoku. JlaHHBIA BapuaHT JeiKo3a BCTpeya-
eTcst B J1I000H BO3pAacTHOM rpyline, 0THAKO MpeodiagacT y NalMeHTOB B MOXKUIOM
Bo3pacte (= 60 ner). KnnHudeckue mNpoOsSBICHUS OTIMYAIOTCS HapacTaIOIIMMU
aHeMuen, TpPOMOOIIUTONICHUEN M HEUTpOIeHUuerd ¢ BapuaOeTbHBIM YHCIOM CyM-
MapHBIX JICHKOIIMTOB U JIGMKO3HBIX OJIACTOB B KPOBH. JIelKko3HbIe MUEI00IaCThI
npecTaBiIeHbl TUM(}OOIaCTOMOAOOHBIMUA MEIKUMH U CPETHUMHU KJIETKAMU C BbI-
COKHM SIICPHO-IIATOTUIA3MATHYECKUM COOTHOIIICHHEM, a TaKXKe KPYMHBIMH, Ipa-
BUJILHOW OKPYTJION (popMBI OiacTaMu ¢ €AMHUYHBIMU a3ypOo(UIBLHBIMU TpaHylia-
MU ¥ TIajJoukamMu Ayspa B 0a30(pHIIbHON MHUTOIIA3Me, OTYETIIMBBIME SIPBIITKAMH
B HEXKHO-CETUaToOM sifipe. B 3penbix HelTpodunax BeISBISIOTCS MPU3HAKU JTUCTLIA-
3ud. B KOCTHOM MO3re yBENTMYMBAETCS COJAEpXKaHHE S03MHO(MMIBHBIX IpeJIe-
CTBEHHHUKOB, 0a30(1I0B U MacTOIUTOB. IMMyHO(pEHOTHUITYECKAsT XapaKTEPUCTH-
Ka CBUJETENIbCTBYET O THIIEPIKCIPECCUPOBAHUU CTBOJIOBOKJIETOYHOIO aHTHIEHA
CD34, uenuneiinoro anturena HLA-DR u auis HeCKOIBKUX MUEJIOUIHBIX aHTHU-
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reroB (CD13/CD33 u pexe CD15). IIporuo3 gannoro Bapuanta OMJI, Takke Kak
MO u M1, kpaiine HeGIaronpUsITHBIM.

Ocmputit muenomonoyumapnwlil aeiiko3 (M4) xapakrepusyercs npoiude-
panuel Kak HeUTPOPUIbHBIX, TAK U MOHOLIMTAPHBIX MPEIIIECTBEHHUKOB. B me-
pudepruyeckoit KpoBM U KOCTHOM MO3re HacuuTbiBaeTcs > 20 % OnactoB (BKIIIO-
qasi IpOMOHOIUTHI). KiteTku kaxmoi n3 HeHTpouIbHONH U MOHOIUTAPHOM TMHUHN
C MPEIUIECTBEHHUKAMH COCTaBISIIOT He MeHee 20 % KJIETOK KOCTHOIO MO3ra.
OcCTpblii MUEIIOMOHOLIMTAPHBIN JIEIKO3 BCTpedaeTcs B JIFOO0H BO3PACTHOM IpyIIIe
(Menmana Bo3pacta — 50 7eT). Y MalMeHTOB BBISBISIOTCS JTUXOPaaKa, CIaboCTh;
B KPOBU PETUCTPUPYIOTCS] aHEMUSI, TPOMOOIIUTONIEHUSI, MHOTOUYUCIICHHBIE OJIACTHI.
KiieTounslii cyOCcTpar Jieiiko3a npe/icTaBiIeH JEHKO3HBIMU MOHOOJIacTamMu (Kpy1-
HbIE KJIETKU ¢ OOMJIbHOM IUTOIIA3MOM, CoAepKalleil paBHOMEPHYIO a3ypopuiib-
HYI0 3€pPHHUCTOCTh, SIAPOM C HEXHBIM KPY>KEBOM XpOMAaTHHAa M HECKOJIbKHUMH
OTUYETJIMBBIMH SJIPBHIIIKAMH); MPOMOHOIUTAMHU (KJIETKA HENPaBUIBHOU (HOPMBI
C KpymHOUW a3ypo(HJIbHOM 3€pPHHCTOCTHIO B IUTOILIA3ME, CKJIQJAYaThIM SIPOM);
MOHOIIMTaMH (YaCTO BH3YaJIbHO HE OTJIWYAIOUIMECS OT MPOMOHOIIMTOB), MHUEJO-
onmactamu tuna M2 B konnyectse > 3 %. MoH0OO1aCThI, TPOMOHOLUTHI U MOHOLU-
Thl TIOJIOXKUTEJIBHO OKPAIIMBAIOTCS Ha Hecnenu(prueckyro scTepasy, MHesio0sia-
CThl — Ha MHuesonepokcuaaszy. MmyHopeHOTUIMpoBaHrue OOHApYKUBAET He-
CKOJIbKO CYOIOmyJisiiiuii 0;1aCTOB, OJIHU U3 KOTOPBIX IKCIPECCUPYIOT MUETIOUIHbBIC
AHTUTEHBI, APYrUe€ — TaKKEe M AHTUTEHbl MOHOIUTApHON audQepeHIpPOBKH.
OtaenbHast cyOnmomyJsiysg HE3pesbIX OJaCTOB 3KCIPECCUPYET CTBOJOBOKIETOY-
HbIN, HEJIWHEWHbIC U JTUMQPOUIHBIC aHTUTEHBI. Takas MOJUKIOHOBas CTPYKTypa
JICUKO3HOM MOMYJISIUUA aCCOIUMUPYETCS ¢ HEOMAronpusTHbIM MPOTHO30M (YCTOM-
YUBOCTH K IIUTOCTATHYECKOW TEpaIim).

Ocmpulit MOHOOIACMHBLIL U MOHOUUMAPHDBLIL J1eliko3 (M5) — ocTpble Mue-
JIOUJIHBIE JIEWKO3bI, pU KOTOphIX 80 % wim Oojee NEHKO3HBIX KIETOK B KPOBU
¥ KOCTHOM MO3T€ MOHOITUTAPHOTO MPOUCXOXKICHUS, BKIIOYasi MOHOOIACTHI, MPO-
MOHOIIUTHl U MOHOIIUTHI; MOXET IMPUCYTCTBOBaTh MUHOPHBIN HEUTPODUILHBIMI
kommoHeHT (MeHee 20 % keTok). MoOHOOMACTHBIN JICHKO3 dale BCTpedYaeTcs
y IOHOIIEH, MOHOIUTAPHBIA — Yy B3pOCHBIX MYX4UH. OCTpbIi MOHOOJIACTHBIN
U OCTPbId MOHOUMTAPHBIM JEHWKO3bl OTIWYAIOTCS Pa3JIMYHBIM COOTHOLICHHEM
B KpPOBH MOHOOJIACTOB U MPOMOHOUUTOB. IIpu ocTpoM MOHOOMIACTHOM JIeHKO3€e
cBbiiie 80 % MOHOUMTAPHBIX KJIETOK COCTaBIIAIOT MOHOOIACTHI, MPU OCTPOM MO-
HOITUTAPHOM — MPEOOIATAI0T ATUIMUYHBIC MPOMOHOIUTHI. [{UTOIOTHS TEHMKO3HBIX
MOHOOJIACTOB U TMIPOMOHOIIMTOB OmnucaHa BhIiie (cM. «OCTphIii MHUEITOMOHOIIUTAP-
HBIH JICiK03»). MOHOOIACThI MOCTOSIHHO HETaTHBHBI IPU OKpAIlMBAHUK HA MUeE-
JIOTIEPOKCH/Ia3y, B TO BpeMs Kak MPOMOHOIIUTHI MOTYT aBaTh MOJOKHUTEIbHYIO
peakiuio. [Ipr ocTpoM MOHOOIACTHOM JICHKO3€ KOCTHBIM MO3T THIIEPKICTOYHBIN
C mpeobiiaaHueM TOMYJISIMA KPYyHHBIX HeaudhepeHIIMPOBaHHBIX OJaCTOB.
NmMmyHodeHoTHITUpOBaHKE 0JIACTOB OmnpeesieT abeppanTHyo skcipeccuto CD7
u CD56 (25-40 % cayuaeB) u crBosoBokieTounbix CD34 u CD117 (6onee 30 %
ciaydaeB). [Ipu stux Bapmantax OMJI oOGHapyxkuBaeTcs reMaTo(aroiuros, Jaiie
spuTpodaronurTos, T. €. parouuTUpOBaHUE JTEUKO3HBIMU KJIETKAMHU KJIETOK KPOBH.
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Kak mnpaBuiio, HaOmrogaroTcs M SKCTpaMenyuisipHass OnacTHash HUHGUIbTpALUs
(8 IIHC, mnoakoskHasi, TUHTUBajbHAasA), U (OPMUPOBAHUE HKCTpaMELyJUISIPHOU
HEOIIa3Mbl, MPEUMYIIECTBEHHO MOHOOJIACTHOM capkoMbl. VX jokanu3anus ornpe-
JETSET TKECTh KIIMHUYECKOTO TEYEHUS JIEWKO03a U €r0 MPOTHO3.

Ocmputit spumponeiikos (M6) xapaktepuzyercs npeoOaagaHueM SPUTPOU-
HOM MOMyJISIUU. BeIIensroTcs 1Ba NOATUIIA HA OCHOBE 3HAYMMOTO HAJIMYMS WIH
OTCYTCTBHUS MHEJIOMJHOIO (IPaHyJIOLUTAPHOI0) KOMIIOHEHTA':

1) ocmpuii spumpomuenoudnwiti aevxos (erythroid-myeloid), wm octpbrit
SPUTPOMUETIO3, KOTOPHIN OMpeeNnseTcs HaIuYhueM B KOCTHOM Mmo3re > 50 % ot
BCEH AIEPHO-KICTOYHON MOMYJISIIUN SPUTPOUTHBIX PEAIIECTBEHHUKOB B > 20 %
MUEI00JIACTOB OT HEIPUTPOUIHOM KIETOUHOM MOMYISINY;

2) ocmpbiil wucmo dpumpoudnsliil netikoz (pure eritroid), npeacraBnsrommi
HEOIUIACTUYECKYIO0 TMposindepalnio He3penblX KIETOK, KOMMUTHPOBAHHBIX HC-
KJIIOYUTENBHO B 3pUTPOUIHYIO JTUHUIO (= 80 % KJIETOK KOCTHOI'O MO3ra) C OTCYT-
CTBHEM 3HAUUMOI'0 MUEJI00JACTUYECKOIO KOMIIOHEHTA.

OCTpbIil SPUTPOMUEITIOUTHBIN JIEHKO3 — MPEUMYIICCTBEHHO 00JIE€3Hb B3POC-
JbIX. YHCTO SpUTPOUAHBIN JIEUKO3 YPE3BBIYANHO PEAKUN, MOXKET BCTPEUATHCA
B JII0OOOM BO3pacte, BKII0O4as feTckuil. KinnHuyeckue mposiBIEHUs] OCTPBIX 3PUTPO-
JIEMKO30B CBSI3aHbl ¢ KOCTHOMO3IOBOM HEJOCTATOYHOCTHIO. OCOOEHHOCTSAMHU Iie-
pudepruvecKoil KpOBHU SIBIIAIOTCS TsKENash aHEMUS U MHOTOYMCIICHHBIE LUPKYJIU-
pYIOIIKE B KPOBU aTUIUYHbBIE SPUTPOOIIACTHI.

OcTpblii SPUTPOMHETIONIHBIN JIeiik0o3 MOXeT chopmupoBaThcs de NOVO wiu
pa3Buthes u3 MJIC minm, MmeHee 4acTo, U3 XpOHUYECKUX MUENIONPOIU(EepaTUBHBIX
HeoruiasM. B KOCTHOM Mo3re MpHUCYTCTBYIOT BCE CTaAUHM SPUTPOUIHBIX HpelIe-
CTBEHHHKOB C MpeobsiajaHueM HauOosiee He3pesblX. DPUTPOUIHBIC TpeAllie-
CTBEHHHUKH JUCIUIACTUYHBI, MEraJIo0JIaCTOMAHBI; IIUTOIJIa3Ma COJIEPKUT BaKyOJIH,
4yacTo ciaMBaromuecs. MuenoOsiacTel CpeJHUX pa3MEpoB COAEPKAT HECKOJIBKO
[IUTOTIa3MATHYECKUX a3ypOMUIBHBIX TPaHyJd M H3peAKa Majouku Ayspa (Mmwue-
no6macThl moo0HkI uMeromuMest mpu OMJI-M1 u OMJI-M2). YacTsl aucmiacTu-
YeCKHEe M3MEHEHUS 3peNbIX HEUTpOoPUiIoB M MerakapuonutoB. OCTpbI YUCTO
SPUTPOUIHBIN JIEUKO3 OOBIYHO XapaKTEPU3YETCS HATMYUEM KPYIHBIX M CPEIHUX
PUTPOOJIACTOB C OKPYIJIBIMU SIAPAMU, HEXKHOW CEThIO XpOMAaTHHA W OJHOW WM
OoJee HyKJIeoJaMu; LIUTOIIa3Ma riay0oko 0a3zoduibHas, arpaHysisipHas, BaKyoJIH-
3upoBaHHas; PAS-peakuus nonoxkurenbHas, quddysHas. UMMmyHopeHOTUIHPO-
BaHME OJAcCTOB MPU IPUTPOMHUETIOUIHOM JIEMKO3€ BBISBISAET yTPAaTy MUEIOUI-
aCCOIMMPOBAHHBIX MapKepoB, HU3KYIO 3kcrpeccuro CD71. Dputposeikossl B 1ie-
JIOM OTJMYAIOTCS OCOOEHHO arpecCUBHBIM KIMHMYECKHMM TEYEHHEM M IUIOXUM
IIPOTHO30M.

Ocmputit mecakapuooaacmuwtii aeiko3 (M7) — Bapuant OMJI, ¢ konuue-
cTtBOM OsactoB > 20 %, u3 kotopsix 50 % mpuHAATIEKAT METaKapUOIIMTAPHOM JIH-
HuM. OQHAKo 3Ta Kateropus Hckimodaer ciaydan OMJI ¢ MuenoauciiacTHIeCKu
CBSI3aHHBIMH W3MEHEHHSIMH, OCTPBI METrakapuoOJIaCTHBIN JICHKO3 C MOCTOSTHHOU
xpomocoMHoi anomanueii t (1; 22) (p13; q13) u apyrue OMJI ¢ MOCTOSHHO TTO-
BTOPSIOIIMMUCS (PEKYPPEHTHBIMU ) XPOMOCOMHBIMU U T€HHBIMU aHOMAJTUSMU TIPU
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BOBJICYCHUM B JIEWKO3 MErakapuOUUTApHOW JIMHUM. DTO pPelKoe 3aboJieBaHHE
XapaKTepU3yeTcs CIAEAYIOMUMHA OCOOCHHOCTSIMU Nepudepuueckoi KpoBH: ITUTO-
neHuen (aHemus, JIEUKOMEHUs, TPOMOOIIMTOIIEHUS, PeXe TPOMOOIIUTO3), TUCILIA-
31e HEUTPOPHUIIbHBIX, HE3PEIIBIX IPUTPOUTHBIX, TPOMOOLUTAPHBIX U METaKapuo-
IUTapHBIX DJIEMEHTOB. B psje ciaydaeB OTMEYaeTcsl TenaToCIUICHOMETanus
U HaJM4YUe HKCTpaMEAYJUSIPHBIX MEIUACTUHAIBHBIX CTBOJIOBOKIETOYHBIX HOBO-
oOpazoBanuii. OmyxoJieBble MerakapuooIacTel — aTUNUYHbIe HeauddepeHupo-
BaHHBIE, JIUM(poOiacTonogo0oHbie KiIeTku. [Iporno3 HeOmaronpusITHBIN, T. K. Ba-
PHAHT JIEMKO03a YCTOWYMB K IUTOCTATUYECKON TEPATIUU.

Ocmpotit 6azounvubiit neixko3 — Bapuant OMJI ¢ guddepenunanueit
KJIETOK 0a30(uIbHON HampaBIeHHOCTH. SBisercsa kpaitHe peakoil hopmoit OMJI
(menee 1 % cinyuaes OMJI). XapakrepusyeTcsi TSKeNI0il KOCTHOMO3TOBOM HEJO-
CTATOYHOCTBIO (HaJIMYMEM B KPOBH aIlJIACTUYECKON aHEMUU, JICHKOIIEHUH, MUEIIO-
TOKCHUYECKOI'0 arpaHyJIoLuTO3a BIUIOTh JO MAaHMUENO(THU3a), HATMYUEM LIUPKYJIH-
pyromux 01acTOB, KOXHBIMU OJACTHBIMH HMH(PUIBTpaTaMy, OpraHoOMeraiuei,
HapYILIEHUSIMU U CUMIITOMaMHU, CBSI3aHHBIMU C TUTIeprUcTaMuHemMuei. Kietounbim
CyOCTpaToM SBIIAIOTCS OJaCThl CPEIHUX PAa3MEPOB C BBHICOKUM $I€PHO-IIUTOIIA3-
MaTUYECKUM COOTHOLIEHUEM, KPYIJIBIM SIIPOM € JUCHEPCHBIM XPOMAaTUHOM U HE-
CKOJIbKUMH HYKJIEOJIaMH, LIUTOIIa3Ma YMEpPEHHO 0a30(huiibHasA, COAEPKUT BapHa-
OenpHOE ynCio TpyObIX 6azopuinbHbIX rpanyi. duddepenunpoBaHabie 6a30QHIIbI
BCTPEYAIOTCS PENKO. B 3pUTpOMIHBIX NpealeCTBEHHUKaX MOTYT OBITh JUCILIa-
cTuueckue HapyueHus. UMmyHodeHOTUIMpOBaHUEe OJacCTOB BBISABIIAET HKCIIpEC-
cupoBanue MmuenouAHbelx MapkepoB (CD13, CD33), mononurtapaoro (CD11b)
u mumdonaaoro (CD9). Habmrogaembie ciiydan JaHHOTO JICHKO3a aCCOIMMPOBAHbI
C KpaiiHe HeOJaronpUsITHBIM POTHO30M.

Ocmpulit naumuenos ¢ muenophuopozom — octpas NaHMHUEIOUAHAS TPO-
audepanus ¢ yBeJIMUYEHHBIM COJAEpKaHueM 0J1IacTOB, CONTPOBOXKAaromascs Guopo-
30M KOCTHOTO Mo3ra. 1o kpaitHe peakuit Tun OMJI, hopmupyronuiics nepBUYHO
y B3poCibIX U aereid. KietouHslit cyOcTpaT mpeacTaBieH e€IMHUYHBIMU aTUITAY-
HBIMHU SpuUTpoOIacTaMu, MUeT00IacTaMu, MerakapuoOiacTaMd U MeTaKapHOIIr-
TaMd. B MUENOMIHBIX KJIETKax MMEIOTCS AMCIUIACTHUYECKHE HapyleHus. Hacrto
OoOHapy>KMBAIOTCs aHOMajbHble TPOMOOLUTHL. B mepudeprnyueckoil KpoBU BBISB-
JSIOTCST MPU3HAKU TSHKEJIOM KOCTOMO3TOBOM HEIOCTATOYHOCTH (MHUEIOTOKCHYE-
CKUW arpa”yjouluTo3, nmanmMuenodtus). IlyHKTaT KOCTHOrO MO3ra He BO3MOXKEH
WK OeIeH B CBA3M C BhIpAXXEHHBIM (prOpo30M (pacnpoCTpaHEHHBIM PETUKYJIUHO-
BbIM (prOpo30M KOCTHOro mo3ra). Mnentudukanuu Tuma 01acTOB COAEHCTBYET
MMMYHOTUCTOXMMHSI OuonTara KOCTHOTO MO3ra. MakCMMajgbHOE COJEpHKaHUe
OmactoB B KocTHOM Mo3re — 20-25 % (atunmunbple HeauddepeHITMPOBAHHEIC),
OHHM IKCIIPECCUPYIOT paHHUI cTBOJOBOKIETOUHBIH CD34 1 oquH U3 MUETOUIHBIX
anturenoB (CD13, CD33, CD117). 3aboneBanue pa3BUBAETCS MEPBUYHO, TIPOSB-
JISIETCSL OCTPBIM HavyasioM (c1ab0CTh, YTOMIIIEMOCTb, JIMXOPAJIKa, OO B KOCTSIX);
B KpOBU OOHapyxuBaeTcsi maHuuroneHus. KinuHudeckoe TedueHue OBICTPO Mpo-
I'PECCUPYET, BBDKMBAEMOCTh COCTABJISIET HECKOJBKO MecsleB. BapuaHT nelikosa
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OTJIMYAETCS BHICOKOW YCTOMYMBOCTBIO K XMMUOTEPANUHU M CUUTAETCS a0COIIOTHO
JIETAJIbHBIM.

I'pynna OMJI ¢ pekyppeHTHbIMH IF€eHETHYeCKHMH aHoMagusimu. OMJI
ct(9; 11) (p22; q23) u o6paszoBanuem ciauraoro reia MLLT3-MLL na nepuBate
11-#1 XpOMOCOMBI — OCTPBI MUEIOUIHBIN JICUKO3, aCCOIIMMPOBAHHBIN ¢ MOHOIIH-
TapHOW JIMHMEW MUEJIOWJHOTO KpPOBETBOPEHMS, paHee H3BeCTHbhIM kKak OMIJI
¢ 11923 anomanusamu. I[locTynupyercs mpoOUCXOXKIACHHUE JIEUKO3a U3 T€MOMOATH-
YECKOM CTBOJIOBOM KJIETKM KOCTHOrO Mo3ra. OtuM BapuantomM OMIJI 3abomneBatot
MPEUMYIIECTBEHHO JIeTU Miiajiero Bo3pacta (1o 12 % OMII, BcTpedaromuxcs
y neTei), v uiib 2 % COCTaBIISAIOT B3pOCIIbIe MAalluEeHThl. B OCHOBE ero maroreHe-
3a JIGKUT CTpyKTypHasi mnepectpoiika MLL-nmporemna — rucroHOBONM MeETHII-
TpaHcdepasbl, COCTABHOTO KOMIIOHEHTa OEJIKOBOI0 KOMILIEKCA, PETYJIUPYIOIIETro
reHHyo TpaHckpumniuio. [lo kinetounomy coctaBy 3ToT Bapuant OMJI nonoben
OCTPOMY MOHOIIUTAPHOMY M MuenoMoHonuTapHomy Jieiikozam (NOS), omnHako
C IpeolI1alaHieM aTUIMUYHBIX MOHOOJIACTOB U TPOMOHOITUTOB B MEpU(peprIeCKOi
KPOBU U KOCTHOM Mo3re. JIeliko3Hble MOHOOIACThl U IPOMOHOIIUTHI MOJIO0KUTETb-
HO pEaKTHBHBI Ha HecenupuIecKyro sctepasy. UMmyHodenoTun 6;1acToB y me-
JUATPUUECKUX TMallUeHTOB XapaKTepU3yeTcs aTUINUYHON AuddepeHIInpOBKOI:
skcnpeccueit CD33, CD65, CD13 (mMuenounnbie anturensl) 1 CD34 (cTBOIOBO-
KJIETOUYHbIA aHTUreH). B kimMHHueckol kapTuHe nomMuHupyroT JBC-cunapowm,
OsiactTHast MHQWIBTpAIUS TKAHEH: JECEH — THUHTUBUTHI, KOXKU — JICUKEMUIbI
u 1p. B nebrote 3abosieBanus 0OHApYKUBAECTCS IKCTpaMEyJUISIpHAS MOHOYUmMAap-
Has capkoma. JInarHo3 yCTaHaBIMBAETCSA MPU BISIBJIEHUU B KOCTHOM MO3re M Ie-
pudepuueckoit kposu > 20 % neHKO3HBIX 0JacTOB, MOCIe OOHAPYKEHUS XapaK-
TEPHOM N'€HETUYECKON aHOMAJIWH.

OMJI (mezaxapuoonacmuour) ¢ t (1; 22) (pl3; g1l3) RBM15-MKL1 —
OMUJI ¢ BoBIEYEHHEM MPEUMYILIECTBEHHO MerakapuouutapHo aunuu. [loctynu-
POBaHHBIM NPEAIIECTBEHHUKOM SIBIISETCS KIIETKA-MPEAIIECTBEHHUK MHUEJION033a
MerakapuouuTapHoil 1uHuU. B ocHOBe maroreHne3a qanHoro Bapuanta OMII ne-
KUT MOAYJIUPOBAHNE XPOMATHHOBOM OpPTaHU3aIMU AIpa B CBSI3U ¢ (POPMUPOBAHU-
em ciutHoro reHa RBM15-MKL1 u Bo3MOXXHBIM HapyllieHHeM TPaHCKPHUIIIUOH-
HBIX TMpoleccoB. OJTo Haubonee penkuit BapuantT OMJI paccmarpuBaemoit
noarpymnmnsl (MeHee 1 % ciayuaes OMIJI), BcTpewarommiicss IIaBHBIM 00pa3om
B IIepBbIe 6 MecsleB XKU3HU, eaquHCTBeHHas (Gopma OMJI, 3apeructpupoBaHHas
TOJIBKO y MJajieHIeB. 3a00JeBaHrue NUArHOCTUPYETCS y JeTel ¢ mepuoja HOBO-
POXKJIEHHOCTH 110 3 JieT (Bo3pacTHas MeauaHa 3a00jeBaeMocTd — 4 Mecsila Ku3-
Hu). Knunuyecku nanseii BapuanT OMJI mposiBisieTcss BBIPaKEHHOM TIemnaTo-
CIUICHOMETAIMEH, aHeMHUEH, TPOMOOITUTOTICHHEH, YMEPEHHBIM JICHKOIIUMTO30M.
Mopdonornueckum cyOCTpaToM JI€iiK0o3a SBISIOTCS TJIABHBIM 00pa3oM aTHINAY-
Hble MerakaproOiacTel (JIuM(}00IacTOMOTO0HBIE KISTKH C BBICOKHM SIICPHO-
IIUTOILUIA3MAaTHYECKUM COOTHOIIIEHUEM), a TaKKe IUCIIACTUYECKHEe MHKpOMera-
KapHOLUTHl. B HOPMOKJIETOYHOM WM TUIEPKIETOYHOM KOCTHOM MO3T€ HMEET
MECTO BBIPOKECHHBI PETUKYJIMHOBBIM M KOJUTareHoBbIi (Gpubdpo3. UMMmyHobeHOTH-
MUPOBaHKUE OJIACTHBIX KJIETOK BBISBHIJIO SKCIIPECCUIO OJHOTO WU 0oJsiee TpoMOo-
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nuTapHbIX riaukonpoTenHoB: CD41 u(unu) CD61. brnactbl HeraTuBHBI B OTHOIIIE-
HUU MOHOKJIOHAJIbHBIX aHTUTEN K MUEJIONEPOKCUIA3e.

OMJI c t (8; 21) (922; g22) ¢ dpopmupoBanuem ciutHoro rena RUNX1-
RUNX1T1 — Bapuant OMIJI ¢ norenumanom nuddepeHrpoBaHus HEUTPO-
buabHON HampaBiIeHHOCTHU. J{MarHOCTHpyeTCs y JeTed CpeaHero W CTapilero
IIKOJIBHOTO Bo3pacta. IlocTynMpOoBaHHBIM NPEAIIECTBEHHUK JTOIO JIEMKO3a —
3JIOKAYECTBEHHO TPAaHC(POPMUPOBAHHAS KJIETKA-MPEAIIECTBEHHUK MHEI0N033a.
B ocHoBe marorene3a manHoro Bapuanta OMJI, BeposiTHO, JEXKUT abeppaHTHOE
CTPYKTYPUPOBAHUE SIICPHBIX TPAHCKPUIIIMOHHBIX KOPEMPECCOPHBIX KOMILIEKCOB
B cBs13u ¢ popmupoBanneM RUNX1-RUNXI1T1 cnutHoro rexa.

B neb6iote 3a0oneBaHus BBISBISIOTCS MUEIO0IACTHAS CapKOMa, KOCTHOMO3-
roBasi HEJIOCTATOYHOCTh B BUJIE MaHUUTONEHUU. KieTouHblil cyOcTpaT nmpeacTaB-
JIEH aTUMUYHBIMU MHeNI00J1acTaMu ¢ 0OMIbHON 0a30(PMIBHON IIUTOIIA3MOM C Tie-
PUHYKIIEAPHOW 30HOW MPOCBETIICHHS, COJEPkKAIIECH MHOTOUYHCIIEHHBIE KpPYITHbBIC
azypodunbHbie Tpanyibl (rceBao-Chediak—Higashi-rpanymnsr). B Omactax dacto
OOHapYy>KUBAIOTCS MaJOYKH Ay3pa B BUJIE OTUETIMBBIX, JIMHHBIX, TOHKUX, C 3a-
OCTPEHHBIMHU KOHIIAMH 00pa30BaHUil U3 a3ypodUIIbHBIX TPaHyJl, MPUYEM OHU MO-
ryT ObITh BHUJIHBI U B 3peibIXx HeWTpodmiax. B KocTHOM Mo3re ompenemnsitorcs
HEUTPO(DUIIbHBIC TPOMUEIOLMUTHI, MUETIOLUTHI U 3peJible HEUTPOPUIIBI C BapHali-
AMH JMCIUIa3uM (THIOCErMeHTauus siaep — InceBao-llenbrepoBckas aHomanus,
OTCYTCTBUE CIEUU(PUUECKON 3E€PHUCTOCTH), YBEJIMYEHO COJep:KaHHe 0a30(uiioB
Y MacTOLIUTOB, MOHOLIIUTAPHBIA KOMIOHEHT MaJIOUHUCIICH UJIU OTCYTCTBYET.

NMMyHO(pEHOTUITMPOBAaHHE OJIACTOB BBISBISIET HECKOJBKO CYONOIMYJISLUH,
XapaKTEePU3YIOIIUXCS TIyOOKMMH HapylieHUusMU TudepeHInpoBKUA: HE3pEbIE,
AKCTIpEeCCUpPYIOIIe CcTBOJOBOKIeTOoUHbIM aHTuren CD34 u HLA-DR; Omactel
C Mpu3HaKaMu TpanynorutapHoro cozpeBanus (CD15, CD65); 6nacTel ¢ npusHa-
KaMH aTUIIUYHOTO ACHHXPOHHOTO CO3peBaHMs (HAJIMYUE AHTUT€HA CTBOJIOBBIX
kiaetok CD34 u 3penoro CD15).

JInarHo3 yCTaHaBIMBAETCS Ha OCHOBAHWU BBISIBICHHOM I€HETUYECKOU aHO-
Majuu 0e3 ydera MPOIEHTHOTO Co/epKaHusl OJacTHRIX KIeToK. [IporHos 3abome-
BaHUSI MOKET OBITh OIArONPHSITHBINA MPU YCIOBUH UCIIOJIB30BAHUS BHICOKO03HOM
XUMUOTEpAIUH.

OILI-M3 ¢ t (15; 17) (922; 912), couthbeiii ten PML-RARA na oepusame
xpomocomur 17 — OMIJl, B KJIeTOUYHOM CyOCTpare KOTOPOro NpeodIaiaroT
aTUNUYHBIC MTPOMHENIONUTHI. Peructpupyercs y B3pOCHbIX MAIlMEHTOB CPEIHErO
Bo3pacta. [locTynMpoBaHHBIM NPEAIIECTBEHHUK JIEMKO3a — 3JI0KAYECTBEHHO
TpaHC(HOPMHUPOBAHHASA KJIETKA-NPEAIIECTBEHHUK MHUEN0N033a C MOTEHIHAIOM
nudpepeHIMpoBaHs B HANPaBIEHUHU TPAHYJIONO033a.

OcHoBy mnaroreHesa Jjeiiko3a coctapisger skcrpeccuss PML-RARA RNK-
TpaHckpunta. B pesynprare cinusHus rena PML, Haxomsmerocs Ha JJIMHHOM
mjiede XpoMocoMbl 15, u reHa anbga-perentopa petuHoeBoit kucinotsel (RARA),
JIOKAJIM30BaHHOT'O Ha JJIMHHOM Ijieye XpomMocoMbl 17, Ha aepuBate 17-i xpomo-
combl (hopmupyercs cnutHbii TeH PML-RARA. Ero npoaykTom siBIsieTCs mMaTo-
JIOTUYECKU O€NIOK, HAKAIIMBAIOUIUIICS B OOJBIIOM KOJIMYECTBE B LUTOILIA3ME
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U SAJIp€ MHUEJIOUJIHBIX KJIETOK. DTO MPHUBOAUT K OJIOKY nuddepeHInpoBKH Ha
YpPOBHE NPOMHUENONMTA C MOCJIEAYIolEeld KIOHANbHOM mpoiudepanueid 61acToB
(ATUMUYHBIX MPOMHUEIOLUTOB U MHEIO0JACTOB) C OTKJIIOYEHUEM IPOrpaMMbl
aronro3a. B kocTHOM Mo3re u nepudepruueckoil KpoBU BISIBISIETCS ABa MOP(OII0-
rudeckux Bapuanta OIJL: runeprpanyisipHbId U MUKpPOTPaHYJISIPHBIN (TUIIOTpa-
HyJIApHbI). [lepBblil npeacTaBiaeH KPYMHBIMU aTUIUYHBIMUA IPOMHUEIOLUTAMM,
B LIUTOIUIa3ME KOTOPBIX MMEIOTCA «CBS3KW» Malo4eK Ayspa, 3aTyLIEBBIBAIOIINX
koHTYpHI siapa (faggot cells), Bropoit — Menkumu KiIeTkamu ¢ JABYAONBHBIMHE Si1-
pamu (3HIIE(DHATOTOJ00HPIMHI), ¢ MEJKOW MBIJICBUIHOW a3ypo(HIbHON 3epHHUCTO-
CThl0. B remorpamme BbIABISIOTCA JeiikeMuueckue BapuaHTbl OILJI ¢ BbICOKHM
COJIEp>KaHUEM OJIACTHBIX KIIETOK, paHHUE aHeMHsI U TpoMmOouuToneHus. OcTpbii
OIJI cuntancs HekypaOelbHbIM, OBICTPO MPOTPECCUPYIOLINM 3JI0KAYECTBEHHBIM
3a00JIeBaHUEM C KpailHe TSHKENbIM MPOTHO30M JI0 BBEACHUS B TEpPAIUIO TpaHCpe-
tuHOEBOU KHUCIOTH (ATRA). IlsaTuneTHss BBDKMBAEMOCTh IIOCTE TaKOM Tepanuu
B KOMOMHAIIUY C aHTpaUUKIMHaMu Jocturaercs y 70 % narnueHros.

Ocnoxuenus OIUUL: IBC-cunapoMm, HapylieHHE KPOBOOOPAIICHHUS B KHU3-
HEHHO Ba)XHbIX OpraHax (TOJIOBHOW MO3T, CEpAlE) B CBSI3U ¢ (popMHpOBaHHEM
JEMKOCTa30B MpH JEUKEMUYECKUX JIEUKO3aX, 4TO YACTO CIY>KUT MPUUYMHON rude-
au nagueHToB. Jnarno3z OILJI ycranaBnuBaercs mpu WACHTU(UKALUU Te€HETHYE-
CKOW aHOMaJIMU M KOJMYECTBE 0JIACTOB Jlaske HIDKE MOporoBoro yposHs (< 20 %).

OMUJI, cBsi3aHHBbIC ¢ MHEJIOAUCILIACTHYECKUMH M3MEHEHUSIMHM, BO3HHKA-
0T y TAalMEHTOB C MPEABAPUTEIIBHO YCTAaHOBICHHbIM auarHozoM MJIC wmm
MAC/MITH, wnu ¢ MJIC-cBsi3aHHBIMH LIUTOT€HETUYECKUMU aHOMaIusiMU. B pe-
3yJbTaTe OIMYXOJEBOM Mporpeccuu U OJACTHOM MHPUIBTPALMM KOCTHOTO MO3ra
COJIep>KaHNE OMyXOJIEBBIX OJACTOB B KOCTHOM MO3re/mepudepruuecKkol KpoBU
Bo3pacraet 6osiee uem Ha 20 % ¢ MyNBTHIMHEHHON JTUCIUIA3HEeH (JIM3rpaHysIonod3,
JTM33PUTPOIIOd3, TU3METaKapromo33), Mo KpaiHe mepe, B 50 % kierok. Jusrpa-
HYJIONIO033 MPOSBIISETCS B TMIOIPAaHYJISLUU IIUTOIIa3Mbl 3pEbIX HEUTPOPHUIIOB,
TMIIOCETMEHTAlUN WIA TPUYYAJINBON THIEPCErMEHTAMHU UX SAEP; AU33PUTPOIIO-
33 — B METrajo0JIaCTOMIHOCTA 3PUTPOKAPUOLUTOB, MAKPOIIMTO3€ UM MHUKPOLIH-
TO3€ DJPUTPOLUTOB, WX THUIEP- WM TUIOXPOMHOCTH, OOJBIIOM KOJIMYECTBE
KOJIBLEBBIX CHUIEPOOIACTOB; AN3MEraKapuonod3 — B MOSBIEHUHA MUKPO-, MAKPO-
METaKapuOLIMTOB, MHOTOSIICPHBIX METaKapuoIUTOB. llocTynmMpoBaHHbIM Npeame-
CTBEHHUKOM d3TOM rpynibl OMJI sBisieTcss TeMOno3THYECKass CTBOJIOBASI KJIETKA
KOCTHOr0O Mo3ra. OMJI ¢ MHENOIMCINIACTUHYECKUMH HAPYIIEHUSIMU UMEET KpailHe
HEONAronpusiTHOE TEYEHHE C YPE3BbIUAWHO MJIUTEIbHBIM OCTPBIM MEPHOIOM
Y PEAKHAM JIOCTUKEHHUEM TIOJIHOW PEMUCCHH.

MUEJIONTPOJIN®EPATUBHBIE HEOIIJIA3MBbI

Xpouunyeckuii muejgouaHbiid Jeiiko3 (XMJI), BCR-ABL1 mnonoxurens-
HBII — MuesonpoiaudepaTuBHas Heoljla3Ma, KOTopasi pa3BUBAETCs U3 3JI0Kade-
CTBEHHON CTBOJIOBOWM KJIETKM KOCTHOTO MO3ra MW MOCTOSSHHO acCOLMUPOBAaHA
¢ BCR-ABL1 ciuTHBIM reHOM, JIOKQJIM30BaHHBIM Ha (uianenbduiickoit (Ph')
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XpoMocoMe — JiepuBare XpoMocombl 22011.2 (22-1 xpoMocoMa ¢ YKOPOUCHHBIM
JUTMHHBIM TI7Ie4oM ( U HannuueM ciimtHoro reHa BCR-ABL1 B nokyce 11.2).

Exeronno B mupe BbisBIsAOTCS 1-2 cinydas XMJI va 100 000 nacenenus.
3aboneBaHre MOKET BCTpEUaThCs B JIFOOOM BO3pacTe, OJHAKO C MEIUAaHOW B S-i
U 6-1 nexanax >KMu3HU.

B teuennn XMJI paznuuaiot 3 dassi:

— XPOHHYECKYIO (ITUTEILHO MPOTEKAIONIYIO);

— akcenepanuu (IIPOIBUHYTYIO);

— OJacTHYIO (TEPMUHAIBHYIO).

VY GonpmmHcTBa manenToB XMJI auarHocTupyloT B XpoHUUecko# daze. U3
HuxX B 20—40 % ciydaeB JeiiKo3 MpOTEKaeT OECCUMIITOMHO M BBISBIISIETCS JIUIIb
Ipyu PYyTUHHOM MEAMIIMHCKOM oOcnenoBanuu. Ilepsuunbie mpossienus XMJI:
JIEHKOIMTO3, 4YaCTO TPOMOOIIUTO3, aHEMUS, CIUIeHOMeraus. [IpeabsaBistoTCs xa-
J00BI HAa YyTOMJISIEMOCTb, IOTEPIO Beca, HOUHbIE MOThL. be3 sneuenus XMJI mpo-
IPECCUpPYET U3 XPOHUYECKOU B 01acTHYIO a3y C JETaTIbHBIM UCXOIOM.

Xponuueckan ¢paza. B nepudepuueckoil KpoBU BBISIBISETCSA JEHKOLMTO3
((12-1000) - 10%n) 3a cyeT 3HAYMTENLHOTO YBEIMYEHHS CO3PEBAIOIIMX (HOPM
HEUTpOPUIIOB Kaxkaoi cramuu AudGEepeHIIMPOBKU, UYTO HA3bIBAIOT JIEHKeMUYe-
CKUM THIEPPETEHEPATOPHBIM SACPHBIM CIBUTOM HEUTPO(DUIIOB BIEBO (0 Mue-
J001aCTOB U TIPOMHUENIOIUTOB) C BHICOKHM IMPOLIEHTHBIM COJIEP’KaHUEM MHEIOIH-
TOB. B cermeHTosiiepHpIx HEWTpouiax nMeeTcs: cado BeIpaKCHHAS AUCILIA3HA.
Coneprxanne muenobiaactoB — < 2 %. Peructpupyercs abcomoTHas 6a3opumms
u 303uHOpmMa (6a30puiIbHO-303MHOGUIBHAs acconmanysi). Bo3moxken abco-
JFOTHBIA MOHOIIUTO3, HO B OOJIBIIMHCTBE ClydaeB (Ppakisi MOHOIIUTOB COCTABIIS-
er < 3 %. ConepxxkaHue TpPOMOOLMTOB KOJEOJIETCS OT HOPMAJIBHOTO O
1000 - 10%m; TpoMOouMTONEHHST HE XapakTepHa. KOCTHBIA MO3I THIIEPKIETOY-
HBIM, YTO CBA3AHO C TPAHYJIOIUTAPHON nposmdepanueit; 6mactoB — < 5 %; aput-
POUJIHBIE OCTPOBKH PEIyIIHMPOBAHBI; BBIPAKEHBI YMEpPEHHAs MeTrakapHolUTapHas
nponudepalus ¢ AUCIUIA3UEH MErakapuoluTOB (KapJIMKOBBIE METaKapHOIIUTHI)
U YMEPECHHBIA PETUKYIMHOBBIA Muenopuopos. Cerne3eHka yBelUuY€HA B CBSI3H
¢ MHQUIbTPALMEH KPACHOW MYJBIbI TSHDKAMH TPAHYJIOIMTOB Pa3IUYHBIX CTaIAN
muddepeHIMPOBKU. DKCTpaMeIyJUISIPHbIE OYard KPOBETBOPEHHS BBISBIISIIOTCS
TJIABHBIM 00pa30M B CEJIe3€HKE, HO MOTYT OOHAPYKUBAThCS U B TIEUCHH.

@Daza axcenepayuu. BO3 (2008 r.) BbIABUHYJA ClEAYIOLIME KPUTEPHH,
onpenenstonme hazy axcenepanuu XMJI:

1. B nepudepnyeckoil KpOBU — MOCTOSHHBIN WM YBEJIMYUBAIOIIMICS Jeii-
xoruTo3 (> 10 - 10%n), ynopuslii Tpom6ormTos (> 1000 - 10%1) umu TpoMOoIH-
torenus (< 100 - 10%0x), yBennuenue comepxkanus muenoonactos 1o 10-19 %,
6azodunos 1o 20 %.

2. KocTHBIIT MO3T — TUIEPKIETOYHBIN C BBIPAKEHHON MHEIIOAMCIIa3ueH,
B TOM YHCJI€ YBEIMYCHHEM COJCpPKAHUS JHUCIUIA3UPOBAHHBIX METaKapHOIUTOB,
PETUKYJIMHOBBIM M KOJIJIAT€HOBBIM MHETO(GUOPO30M, COACp)KaHUEM MHEI00Ia-
ctoB < 20 %.
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3. KilonanpHasi nuToreHeTHyecKasi dBOJIOLUS — COCTOUT B BBISIBICHUH JO-
IOJIHUTEIIBHO K Ph' XpomMocome TakMx XpOMOCOMHBIX aHoMaiui, kak +8; +19
(Tpucomus 8-i, 19-it xpomocom), i (M30xpomocoma) 17q (mepectpoiika 17¢ xpo-
Mocombl). [lpu Tpucomuu 8- XpOMOCOMBI BO3HHMKAET THUIEPIKCIPECCHs TI'eHa
C-MmYC, SBJIAIONIETOCS HHTHUOMTOPOM arornTo3a M CTUMYJISTOPOM KIETOYHOIO
nenenus. [pu popMupoBaHur M30XPOMOCOMBI 17( TIPOUCXOIUT WHAKTUBAIUS aH-
THOHKOTE€HA P53, 9TO BBI3BIBAET OJIOK amonTo3a U yCHJICHUE KICTOYHOU Tpoude-
paruu.

4. TTocTosTHHAS WM POTPECCUPYIOIIAs CTUICHOMETaJIHsI.

5. YTshKkeneHne KIMHUYECKOTO COCTOSHUS C HATWYHEM JICHKEMHYECKUX WH-
(GUIBTPATOB B KOCTSIX, TO3BOHOYHUKE C BO3MOXKHBIMHU MATOJOTHICCKUMHU TIEPEIIO-
MaMHU.

bnacmnas ¢paza nuarnoctTupyeTcs IpU HaJTUYUU B KPOBH U KOCTHOM MO3T€
> 20 % OnacToB, SKCTpaMeyJUIipHOUN OJacTHOM mposrdepanuu BO MHOTHUX TKa-
HSIX W OpraHax, IJIaBHBIM 00pa3oM B KOXke, JUM(pATHYSCKUX Y3JIaX, CEIe3eHKE,
koctsax, [THC. B 70 % cinyuasx XMJI BISBISIOTCS 6J1aCThI MUEJIOMIHOTO IPOKC-
XOXKIeHUsT (MUeno0JIacThl, MOHOOJIACTBI, JPUTPOOIACTHI, MErakapuoOJIaACThI),
B 30 % ciyuyaeB oOHapykuBaroTcs JIUMQPoOIacTsl. B cuily Takol rereporeHHOCTH
0JIacTHOTO TyJja HEOOXOIUMO MMMYHO(MDECHOTHITUPOBAHUE OOpPA3I[OB KPOBH HIIH
KOCTHOTO MO3Ta, MPYU KOTOPOM B MHUEIOWTHBIX OJlacTaxX BBHISBISETCS WIIH OTCYT-
CTBYET MHEJIONEPOKCUa3HAs aKTUBHOCTh, BKCIPECCUPOBAHNE AHTHTEHOB, aCCO-
IIUUPOBAHHBIX C TPAHYJIOIUTAPHOW, MOHOIIUTAPHOU, METAKAPHUOOIACTHOU U IPUT-
pounHOM nudPepeHnnanreit, a Takke 3KCIPECCUPOBAHUE OAHOrO WM OoJiee
TUM(OUTHBIX AHTUTCHOB.

B numdbounansix O1actax BBISBIsSETCs dKCrpeccupoBanue B- mmm T-mapke-
POB, YKa3bIBAIOIIMX HAa HAJUYHME HE TOJBKO B-KiaeTouHbIX, HO U T-KIETOYHBIX
auMpo06IacToB, npuyeM B IUMPOOIACTAX IKCIIPECCUPYIOTCS U MUEIIOUIHBIC Map-
kepbl. Takas OudeHoTunuueckas xapakTepucTuka 0J1acTOB B TEPMUHAIBHON CTa-
nun XMJI yka3piBaeT Ha OCOOCHHYIO TSDKECTh MPOTHO3a M UCX0/1a 3a00JIEBAHMSI.

B 90-95 % cnyuaeB XMJI oGnapyxuBaetcss mMmapkepHas (uianenbhuiickas
xpomocoma (Ph'-22q11.2), oGpa3yroiasics B pe3yibTaTe PEHUIIPOKHON TPaHCIIO-
kanuu t (9; 22) (934; q11.2). DTa TpaHCcIOKalus COSAMHMIIIA MTOCIEA0BATSILHOCTH
BCR-rena va qiiHHOM TUI€Ye XpoMOocoMbl 22 ¢ perronamMu ABL1-rena amuHHOTO
mjieda XpoMOCOMBI 9, 4TO MpUBENIO0 K (OPMHUPOBAHUIO HAa YKOPOUYCHHOM (] TIeUe
22-ii xpomocomsl B Jiokyce 11.2 (22911.2) cnutaoro rena BCR-ABL1. Ocrasiim-
€Csl CIlydaW WJIM MMCIOT BapHWaHTHBIC TPAHCJIOKAIIMU, KOTOPHIC BOBJICKAIOT WHBIE
XpPOMOCOMBI B JIOMIOJTHEHHE K XpoMocoMaM 9 u 22, WM UMEIOT TPAHCIOKAIMU
9934 u 22911.2, xoTopsie HE MOTYT OBITH UAECHTU(DUIIMPOBAHBI PYTUHHBIMH ITUTO-
reHeTndeckuMu Metonamu. B takux ciayuasx Hammune BCR-ABLL cnutHOTO Te-
Ha MOXeT ObITh onpeneneno FISH-metonom nimm RT-PCR.

Takxum oOpazom, Bo Bcex ciayyasx XMJI cymecTBytoT uamMenenus 9-it u 22-i
XPOMOCOM C OJJMHAKOBOM TiepecTporkoi reHa. JIokyc Touku nosomku B BCR-rene
MOXKET BIUATH Ha (eHoTHN Oone3nu. Hambosee wacThiM MecTOM paspbiBa 22-i
xpomocoMmsl sBisercs jokyc M-bcr (major breakpoint claster region). B nanxHom
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peruone jokanuizoBaH red BCR, B Hopme komupyromnuii 6eJ0K ¢ MOJIEKYJIIpHON
maccoit 160 k/la, urparouiuii BaKHyIo poJib B mpoliecce nposudepanuu u nudde-
pennpoBku kieTku. [locne ciausaus reHa ABL ¢ renom BCR u oOpaszoBanus
cimutHoro reHa BCR-ABL1 nocnennuii kogupyet O0€JI0K ¢ MOJISKYJIIPHON Maccoi
210 x/la (p210BCRABLY) " oGnanaronuii cuiibHON THPO3MHKMHA3HOM aKTHMBHOCTBIO,
UHTUOMPOBAaHUE KOTOPOM MPUBOAUT K MPEPHIBAHHIO OHKOTEHE3a, OCOOEHHO Ha
paHHUX cTaauax 3a0oneBaHus. TakuMm o0Opa3oMm, BbISIBIEHHE reHa-mapkepa XMJI
BCR-ABL1 u ero npomykra p2108°R4BLL crioco6eTBOoBano paspaboTke maToreHe-
THYecKoro JieueHus: XMJI O00KkaTopoM THPO3WHKUHA3bI, IPUBOSIIETO K Pa3BU-
THUIO TIOJIHOW KJIMHUKO-reMatoJjiorndeckoi pemuccunt B 70 % ciaydaeB CBOEBpe-
MEHHOTO JICYCHHUS B XpOHUUECKOH (aze.

Hcrunnas nosmumuremusi (polycythaemia vera) — pasHOBHAHOCTH Mue-
JonpoU(EepaTUBHBIX HEOIIa3M, MIPEACTABIIAIONIAs XPOHUUECKHUI JIEHKO3 ¢ Topa-
YKEHHEM Ha YpOBHE CTBOJIOBOM KJIETKH, XapaKTEPHU3YIONIUICS TOTaIbHOU THIep-
IUIa3Ue KJIIETOK KOCTHOIO MO3Ta C aHOMAaJbHOM OIyXO0JIEBOM Nponudepanueit
SPUTPOUTHOTO, TPAHYIOIUTAPHOTO U METAKAPUOIIUTAPHOTO POCTKOB (TTAaHMHUEN03)
C HeoOpaTHUMO BO3pACTAIOIIMM KOJIWYECTBOM 3PUTPOLUTOB, KOTOPOE HE 3aBUCUT
OT YPOBHS DPUTPOIOAITHHA B KPOBU. B NEHKO3HBIX KiIeTKaxX (haKTUUYECKH Yy BCEX
MalMeHTOB OOHApYXKMUBAETCA MPUOOPETEHHAss MyTalusd reHa Janus 2 KuHasbl
(JAK2V617F) nnu ¢pynkunonansHo mogaooHeie JAK2 myTarmu, pe3yabTaToM Ko-
TOPBIX SBIISIETCS Tponudepalusi He TOIbKO IPUTPOUTHON JTMHHUH, HO M TPAHYJIO-
LIATAPHOM M MErakapuOLUWUTAPHOM JMHUHU, T. €. MmaHmueno3. Craauu MCTUHHON
MOJUITUTEMHH:

— ctaausi | — MajJoCMMIITOMHAS, TPOAODKUTEIHFHOCTHIO JI0 5 JIeT u 0oiee;

—cTaaus 2A — spurpeMudecKkas, pazBepHyTas 0e3 MHEIOUIHONW MeTaria-
3UM CEJIC3CHKH, MPOJOKUTENbHOCThIO 10-20 et u Goiee;

— ctagus 2b — sputpemMuyeckasi ¢ MUEIONIHON METaIIa3uei CeNe3eHKY;

— cTaaus 3 — MOCTIPUTPEMUYECKAs] MUEIIOUHAS MeTaria3us ¢ Muenopuo-
pPO30M U 0€3 HeTo.

KnuHuueckne mposBICHUS: 1IMAHO3, TOJIOBOKPYKEHHE, TUIEPTOHHUYECKUE
KpH3bl, TOJIOBHBIE OOJU — SIBJISIIOTCS CJIEICTBHEM YBEJIIMUYEHHUS MAcChl IIUPKYJIIHU-
pyromeii KpoBH (MOJUIUTEMUYECKONW THIEPBOJIEMHH) B CBSI3U C YCHUJICHHBIM
SPUTPOIIOI30M, TPAHYJIOLUTOIOA30M U METAKaPUOIUTOIO0330M, (HOPMHPOBAHHEM
IKCTpaMEeIy UISIPHBIX 04aroB KPOBETBOPEHMS B MeueHU U cenezeHke. C yBenmuye-
HUEM KOJIMYECTBA SPUTPOILIUTOB U APYTUX (DOPMEHHBIX DJIEMEHTOB KPOBH (IIaHITHU-
TO3) BSI3KOCTh KPOBH TIOBBIIIAETCS, KPOBOTOK 3aMEUISIETCS, W HaOII0Jar0TCs
HApYIICHUS MHUKPOIUPKYJSIUU U CUCTEMHOTO KpPOBOOOpAIIEHHUS C Pa3BUTHEM
UIIeMuH, HHHAPKTOB U TPOMOO30B BEH. TUMMUYHBIM TIPOSBICHUEM TIOPAKEHUS T1e-
pU(pEepUIECKUX COCYIO0B SBISETCS SPUTPOMENANTUS — CUMITOMOKOMILIEKC, MPO-
SIBJISTFOITUIICS. HHTCHCUBHBIM TTOKPACHEHUEM, TOBBIICHUEM MECTHOM TeMIIepaTy-
pbl C TIOCHEAYIOIIMM IIMAHO30M, Pa3BUTHEM TPOMOO(DICONTOB IHUCTATBHBIX
(dajaHT ManbleB PyK U HOT, C UX U3BSI3BIICHUEM U KTy4eil 00IbIO.

[Tpu UCTUHHON MOTUITUTEMUU UMEIOT MECTO MHOTOYUCIIEHHBIE OCIIOKHEHUS,
94acTO JIeTANbHBIC: CHHIPOM IMOPTAIBLHOW THUIEPTEH3UH, Te€MOPPArHueCcKUil CHH-
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JPOM C TsikenenmuMu (JaetanbHbiMu) KpoBoTeueHusiMu B JXKKT, cunapom bagna—
Kuapu BcienctBue Tpom003a MEYEHOYHOM WIIM HIMKHEW MOJION BEHBbI, TpOoMOO3
ME3EHTEepUATIbHBIX BeH, UHPAPKThI CENIE3EHKHU, OCTpasi KOPOHApHAas U Liepedpab-
Has HEJOCTAaTOYHOCTb, HWHCYJBTHI C LEHTPAJIbHBIMHU MapaindyaMu, HHQAPKTHI
MUOKapAa.

B TepMuHanbHO# CTaguu pa3BUBAETCS MOCTIPUTPEMHUUECKUN MHUENO(PUOpo3,
CBSI3aHHBIM C BBIOPOCOM TPOMOOIMTAPHOTO (HaKTOpa POCTa METaKapPHOIUTAMU
¥ TPOMOOIIMTaMHU ¥, BO3MOXXHO, C aKTMBH3AIUEH MPOIIECCOB CBOOOTHOPAINKAIE-
HOTO OKHCJICHHS, KOTOPBhIE TaK)K€ MOTYT CTUMYJIHUPOBATh (HOPMHUPOBAHUE MHEIIO-
¢dbudpo3a.

B remorpamme peructpupyrorcs: sputpormtos ((6-12) - 10*%/1), ysenuuenne
cojaepkanus remoryioonHa 10 180-200 /i1, rUIoOXpoMusi, PETUKYIOIMTO3, MOKa-
3arens remaTokputa 60-80 %, HEUTPODUIBHBIN JIEUKOLIUTO3 CO CABUTOM JIEHKO-
uuTapHOi (OpMyJIEl BIeBo, TpomGomuTos (> 600 - 10%mn), camxenue COD 1o
1 mm/4. B OKpallleHHBIX Ma3Kax KPOBHU OINPEICIISIIOTCS MOJUXPOMa3usl, aHU30IH-
T03, 0a30(UiIbHAS 3€PHUCTOCTH IPUTPOIUTOB, HOPMOOJIACTHI, TOKCHYECKAs 3ep-
HUCTOCTh HEUTpOoPMIOB. B MuenorpamMme — yBeIMUeHHE KOJIMYECTBA PJIEMEHTOB
SPUTPOLUTAPHOU, TPAHYJIOLUTAPHON U METAKAPUOLIUTAPHOM JIMHUM.

JcceHIUATbHAS TPOMOOUMTEMUsI (CHHOHUMBI: MAMONATUYECKasT TPOMOO-
UTEMUS, TeMOpparuyeckass TpoMOOIUTEMHUs) — XpOHUYECKass Muenonpoiaude-
paTHBHAs HEOIJIa3Ma C IOPAKEHUEM Ha YPOBHE CTBOJIOBOM KJIETKH, TPOTEKAOIIAs
C IPEUMYIIIECTBEHHBIM BOBJICYECHUEM B MPOLIECC MEraKapruOIUTAPHON JTMHUU.

B nHacrosiiiee Bpemsi KOHKPETHBIE 3THOJIOTHYecKre (DaKkTOpbl HE YCTaHOBJIE-
Hbl. He nckitouena poJib HacaeACTBEHHOCTH.

Kpurepuu BO3 (2008 r.), onpenenstoniye JaHHBIA BU JIEHKO3a:

1. B nepudeprueckoii KpoBu BhIpaxeH Tpombouutos (> 450 - 10%1) co 3ua-
YUTEJIbHBIM aHU30IIUTO30M TPOMOOIIUTOB (OT KPOIIECYHBIX IO TUTAHTCKUX (HOopm
TPOMOOITUTOR), U3BMEHEHHS SPUTPOIUTAPHOTO U JIEUKOIIUTAPHOTO POCTKOB HE3HA-
YUTEJIbHBIC: YMEPEHHO BBIpRXXCHHBIC aHEMUs (TMPU KPOBOIOTEPSIX) U HEUTpodu-
TS C AJIEPHBIM CIIBUTOM BJIEBO.

2. B xocTHOM MoO3re — 3HayuTeNbHAs MpOoIHQepaus MPEeUMyIIECTBEHHO
MEeTaKapuOLMTapHOU JIMHUM C YBEJIWYEHHUEM 3pEJbIX MErakapHOIMTOB OOJBIINX
pa3MEPOB C TUMEPIOOUPOBAHHBIM (THIIA OJICHBUX POTOB) SIPOM; YMEPEHHAsl CTU-
MYJSILUS OPUTPONO33a U TPAHYJION023a. YMEPEHHO BBIPAKEHHBIM PETUKYJIUHO-
BBIY WJIM KOJIJIAar€HOBBIN MHENO(PUOPO3 UMEET MECTO Ha KOHEYHBIX CTaAUsIX 3a00-
JICBAHUS.

3. BeisiBnenne myrtanuu JAK2V617F unu apyroro KjaoHajIbHOTO MapKepa
y 40-50 % marueHToB C 3CCEHIIMAIBHON TPOMOOITUTEMUEH.

Manudecramus seiiko3a y 50 % manueHTOB MOKET MPOSBIATHCS OKKITIO3UEH
COCYJIOB (apTepHalbHbIX WJIM BEHO3HBIX) WJIM KPOBOTECYEHUSMH. Y OCTAJIBbHBIX
JIEKO3 MPOTEKaeT OSCCUMITOMHO, U TPOMOOITMTO3 BBISBISACTCS MPU PYTUHHBIX
o0cie10BaHMSIX.

Kinandeckoe TeueHne XxapakTepu3yeTcsi MUKPOIUPKYISTOPHBIMU PACCTPOil-
CTBAaMH. OKKJIIO3MEd MUKPOLUUPKYJIATOPHOTO pycia, COMPOBOXKIAIOUIEHCS MPH-
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CTynamu OoJieid, uieMuel M JIOKaJbHBIMU HEKPO3aMH, YTO YacTO UMEET MECTO
B NaybllaX HWKHUX M BEPXHUX KOHEUHOCTEH (3pUTpOMENANTHsI) C MOBBIIIEHHOU
arperaieii TpoMOOLIMTOB B apTEpPHUOJIaX, OCIOKHSIOMICHCS TaHTPEHOM MablEeB.
Hapsiny ¢ atuM oOHapykuBaroTCs TPOMOO3bl MarucCTpaJIbHBIX apTepuil U BEH
C TpOMOOAIMOOJIMYECKUMH OCJHOKHEHUAMH (MH(DAPKTHI MUOKapAa, MO3ra, pa3Bu-
THUE CUHApPOMA MOPTAIbHOU runepreH3un). C Ipyroil CTOPOHbI, BOSHUKAIOT CIIOH-
TaHHBIE KPOBOTEYEHUsA, KpOBOM3IHMHUA B can3uCThIX JKKT. Ykazannele ocnox-
HEHUS KJIMHUYECKOTO TEYEHHUs 4YacTO MPHUBOIAT K JieTalbHOMY ucxomy. Y 5 %
MaIMEeHTOB OTMEYaeTCs TpaHchopMaIus dCCeHIUaILHON TpomOommTemun B OMJI
wm MJIC. B peakux cimydasx 3a0oeBaHHE MOXKET 3aKaHUYMBATHCS OJACTHBIM
KpH30M.

OCTPBIE JIMM®OBJIACTHBIE JIEUKO3bI/JINM®OMbI
(Precursor B-, T-lymphoid neoplasms)

B-OJlJI/numpoma NOS — HeorurazMa 13 3JI0Ka4YECTBEHHO TpaHCHOpMHPO-
BaHHBIX MPEAINIECTBEHHUKOB JMMdoron3a (JIuMdo61acToB), KOMMUTUPOBAHHBIX
B B-kietounyo n1MHUIO.

B kinmHMKE OCTphIX JUM(OOIACTHBIX JIEHKO30B TEPMHUH <«JIUM@oOIacTHas
auMpoMay MPUMEHSETCA B Cllydae OrPaHUYEHHOIO IMpoliecca B IUM(POUTHON WU
HKCTPAHOAYJISIPHBIX TKAHSAX U OTCYTCTBHSI JIOKa3aTEJIbCTB BOBJICUEHUS B 3JI0Kaye-
CTBEHHBII MPOILIECC KOCTHOTO Mo3ra. TepMHUH «OCTpbIil TUM(OOIACTHBIN JIEUKO3
UCIIOJIB3YETCSI B OTHOLIEHUMH T'€HEPATM30BAHHOTO 3JI0KAYECTBEHHOTO Ipollecca
C 00s3aTeIbHBIM BOBJIEUEHHEM KOCTHOIO MO3ra M nepudepuyeckoil KpoBH, YTO
CIIEyET U3 OINpEAeIIeHUs JeiKko3a. Ecinu y nmanuenHTa UMeeTcsl 04aroBoe nopaxe-
HUE TUM(OUTHON TKaHW C OOHAPYKEHHWEM B KOCTHOM MO3Te JICHKO3HBIX JHM-
dbobnacToB, paznuune MexAy JUMGOMON U JEHKO30M YCIOBHOE, 3aBUCAIIEE OT
CoJIep KaHMsl JISMKO3HBIX 0JIACTOB B nepudepruyeckoil KpOBU U KOCTHOM MO3TE.

YpoBeHns 01acTOB B 25 % CIYKUT aOCOIOTHO J0Ka3aTeIbHBIM JJII YCTaHOB-
nenust quarHoza OJUJI; nmpu comepkanun 6iactoB meHee 20 % ycTaHaBIMBAETCS
nuaraos3 «JimmM@oodnactaas aumdomay. B-OJIJI sBiasercs camoii pacnpocTpaHeH-
HOHW OITyXOJIbIO KPOBETBOPHOM TKaHW y neter. B 75 % cnyuaeB B-OJIJI quarno-
CTUpYETCsl y AeTeil 10 6-JIETHEro0 BO3pacta ¢ MUKOM 3abojeBaeMocTH B 3—4 roja.
B 85 % BwisiBisieMbIX y gerei Jsieiko3oB 3To B-OJLJI, 3ab6oneBaeMOCTh KOTOPHIM
B Mupe coctasiger 1-4,75 na 100 000 nacenenus B ro.

B-OJUI npencrapisier HanboJiee paHHee TsKeNoe 3a0o0jieBaHre peOeHKa, KO-
TOpPO€ MPHU OTCYTCTBUU JICUCHUS CTAHOBUTCA HEM30eKHO (paTanbHbIM. OO0 »TOM
CBUJIETEIBCTBYIOT DKCTpaMeAyUISIPHBIE TTOPaKEHUsI, OCOOCHHO YacTO OOHAPYKH-
Baemble B I[HC, napsimy ¢ nokanmmsaruedt B muM@aTHuecKux y3ax, CEle3eHKE,
MeYeHH, SUYKax y MaibuukoB. [Ipu B-mumdobrnactHoil mumdome B 310Kaye-
CTBEHHBII MPOIECC BOBIEKAIOTCS KOXa, MSATKHWE TKAaHHW, KOCTU U JTUM(DaTHIECKUE
Y3JIBL.

VY GonbmmHcTBa NaneHToB ¢ B-OJIJI BBISIBASIOTCS KIMHUYECKUE MPU3HAKA
KOCTHOMO3IOBOM HEAOCTAaTOYHOCTU: TPOMOOIIMTOINECHHUS, aHEMHUSI, HEUTPOTICHHUS.
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XapakTepHbIMU CHUMIITOMaMU SIBIISIIOTCS  JUM(aaeHonaTus, renaToMerasnus,
CIUJIEHOMET AU, BBIPAXKEHHBIE OCCAIITUH U ApTPAJITHUH.

['emopparvyeckuii CHHIPOM CBSI3aH C TPOMOOIMTOTICHUEH, HAPYIIIEHUST KPO-
BOOOpAaIIeHUs] — C BHYTPUCOCYAUCTBIM TPOMOO30M MpHU JIeHKeMUYecKoil (opme
JICUKO3a.

JInxopaaka o0ycnoBiieHa OakTepHaIbHON BUPYCHON U TPUOKOBOM MH(EKIH-
eit npu Helitponennu menee 0,5 - 10%m.

[TopakeHHs YepenHbIX HEPBOB, OOIIEMO3IOBbIE U MEHUHI€AJIbHBIE CUMIITO-
MBI, KPOBOM3JIUSHUSA B CETYATKY, MHOUIBTPALIUS U OTEK COCKA 3pUTEIBHOTO HEpBa
CBA3aHbl C MpPOSIBICHUSAMHU Heulpoaeiikemun. Heiiponeiikemus, 00yCIOBICHHas
BbICOKOW yactoToil mopaxkenusi [IHC, oOHapyxuBaeTcst yke B MOMEHT JIMarHo-
ctuku 3a6oneBanus. Mimenno B IIHC GoNbIIMHCTBO OMyXOJIEBBIX KJIETOK HaXo-
JATCS BHE MHUTOTHYECKOTO IMKIA, 00Jiajjasi BBICOKOM PE3UCTEHTHOCTHIO K XH-
MHUOJYYEBOM TEpanuu, YTO MO3BOJSET UM MNEPCUCTUPOBATH B JIMKBOPE B TCUCHUE
necsaTKoB jeT. Hanuune Bcero oiHOM 0JacTHOM KJIETKHM B 1 MKJI COMHHOMO3TOBOM
XKHUJIKOCTH O3HAYaeT COJep)KaHue OJIACTOB BO BCEM JIMKBOPHOM IIPOCTPAHCTBE
B KOJIMYECTBE He MeHee 10° KIETOK, MO3TOMY JIeueHHe HEMPOJIEHKEMUM SBISAETCS
TJIABHBIM 3BEHOM MPpOTUBOOMYyX01eBoM Tepanun OJUJL

Mopdonoruueckue ocobeHHocTH auMdoodaacTtoB npu B-OJUI/nmumdpomax
BapbUPYIOT OT MaJIbIX OJAacTOB CO CKYJHOM LUTOIUIa3MOM, KOHJAEHCHPOBAHHBIM
AJIEPHBIM XPOMAaTUHOM W HEBU3YaJIU3UPOBAHHOM HYKJIEOJIBIO O KPYIHBIX KJIETOK
C YMEPEHHBIM KOJIMYECTBOM CBETJIO-TOIY00H-Cepo-Toay00il HUTOIIa3Mbl, THOTAA
BaKyOJIM3UPOBAHHOM, C IHUCIEPTUPOBAHHBIM SJEPHBIM XPOMATUHOM U MPOSIBIIS-
IOIUMUCS B pa3IM4YHON cTerneHu Hykjeodamu. B 10 % ciyuyaeB 61acThl UMEIOT
rpyOy1o a3ypopuiibHYIO 3€pHUCTOCTh, B HEKOTOPBIX ClIydasix — LUTOIJIa3MaTH4e-
CKHE IICEBIONOINH.

Takum o0pa3zoM, B OOJBITUHCTBE CIydaeB MO MOP(OIOTUYECKUM TTPU3HAKAM
Jeiiko3Hble JTUMGPOOIACTH OTIIMYAIOTCS OT HOPMAJIbHBIX B-KIETOUHBIX Mpelie-
CTBEHHHUKOB (MMEIOIIUX 00Jiee BBICOKOE SAEPHO-IMTOIUIA3MaTHUECKOE COOTHO-
IIEHWE, TOMOTECHHBI HEXHBIN SIAEPHBI XPOMATUH U PA3IUYUMBIE HYKJIEOJIbI).
[{uToXuMHUYECKOE HCCIIEOBaHUE JIEHKO3HBIX 0J1acTOB OOHApyXMBAeT HETaTHB-
HYIO pEeakivio Ha MHeJIonepokcuaasy, PAS-o3uTuBHyt0 peakiuio B popme rpy-
ObIX TpaHyJ (B OTIMYUE OT MUETO0JIACTOB).

Nmmynodenotun 6mactoB npu B-OJIJI yamie Bcero mpeacTaBieH Cleayro-
muMeu B-knetounsiMu mMapkepamu: HLA-DR', CD19*, ¢cCD79a*, cCD22", uto
KJaccupuuupyeT 61acThl Kak nmpo-B mumdob6macTsl, a aeiko3, o kKiaccuukanm
EGIL, — npo-B octpsiii mumdobiacTHbIi. ['eHeTHYeCKUEe aHOMATUU, UMEIOIINE
HEOIArompusITHOE IPOTHOCTHYECKOE 3HaueHnue, mnpexacrasiensr t (17; 19),
E2A-HLF, BayTpuxpomocomuoit amrmndukarueit AMLI1 rena va xpomocome 21.
[ToctynmupoBanubiM npenmectBeHHUKOM B-OJIJI/mumdombl saBisieTcss remMornos-
TUYECKasi CTBOJIOBAs KJIETKAa WM B-KJIE€TOYHBIN TMpeAlmecTBeHHUK JuMdorionsa.
VY nereit ¢ B-OJIJI monnas pemuccust nocrturaercs B 6onee ueM 95 % ciydaes,
y B3pocieix — B 60—-80 %. Kpaitne neGnaronpustasiii mporao3 B-OJIJI otmeuen
B CIEIYIOIIMX CIydasX: IJs MalMeHTOB MeprUoia HOBOPOXKIEHHOCTH U B BO3pPacTe
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ctapure 10 net; npu aeiikemuueckoi popMe JieiKko3a; OTCYyTCTBUU dPPEKTUBHOTO
OTBETa Ha MHUIMAIbHYIO TE€paIKi0; BOSHUKHOBEHUU PAaHHUX PELUIMBOB U HaJU-
YUY MUHUMAJIbHOM OCTATOYHOM 00JI€3HU MOCIIE MPOBEACHHOTO Kypca JICUCHHUS.

B nacrosmee Bpems paznuyator 6osee 20 BapuantoB B-OJUJI, B Tom umcie
C PEKYPPEHTHBIMU T€HETHUYECKUMHU aHOMAJUSIMHU, T. €. 3aKOHOMEPHO IMOBTOPSIO-
HMIMMHCST XPOMOCOMHBIMH U T€HHBIMHU abeppauusiMu ¢ GOPMHUPOBAHUEM CIUTHBIX
T€HOB M XMUMEPHBIX OETKOB, BIUIIOUINX Ha XapaKTep TeUeHUs, MPOTHO3 3a00JieBa-
HUS U YyBCTBUTEIIHOCTH OIyXOJEBBIX KJIETOK K CHEIU(PUUECKON Tepamuu, Cpeau
KOTOPBIX 0COO0T0 BHUMAHUS 3aCITyKHBAIOT CIICAYIONINE BAPHUAHTHI:

1. B-OJIJI, accoyuuposannwiii ¢ t (9; 22) (q34; q/1.2) ¢ gpopmuposanuem
ciumuoco 2ena BCR-ABLL, mpoaykraMu KOTOpPOTO SIBISIOTCS XUMEpPHBIE OCIKU
p210 x/la u p190 k/la. DTot Bapuant B-OJIJI nuarnoctupyetcs y 25 % B3poCIbIX
MAIMEHTOB C MPOAYKIIMEH 000MX BUIOB XUMEPHBIX O€NKOB, Uy 2—4 % neauatpu-
YEeCKUX MAIMEHTOB ¢ Mpoaykuueit xumepHoro 6emnka pl90 k/la. Beissnenne BCR-
ABL1 npu B-OJIJI yka3piBaeT Ha KpaitHe HEOJIaronpusTHbIA MPOTHO3 3a00s1eBa-
HUSl Y HOCHUTENIEH 3TOro reHa U HeoOXOJUMOCTb MPUMEHEHMS CIEeHU(UUECKOTO
IPOTOKOJIa BBICOKO03HOM MOJMXUMUOTEPAIIUU U3-32 BEICOKOI'O PUCKA PELIUIUBOB
Jake TO0CJe ajNIOTEHHOW TpPaHCIUIAHTAllMM KOCTHOTO MO3ra B cTaplliel BO3pacT-
HOI rpynne. Y geredl UCNoNb30BaHWE TAPTETHOW Tepaliud WHTMOMTOpaMH THPO-
3MHKWHA3bl O M MOCJE AJUIOT€HHOW TPAaHCIUIAHTAMM KOCTHOIO MO3Ta Cylle-
CTBEHHO yJyumaer nporHo3. Kak wszsectHo, p210 k/la sBisgercs mapKepHbIM
OEJIKOM XPOHHUYECKOI0 MHEJIIOMAHOrO JIEMKO3a, YTO MPENIOoJaraeT pa3BUTHE
B-OJIJ1, accoruupoBannoro ¢ BCR-ABL1, 13 MyTupoBaHHO#1 CTBOJIOBO KpOBE-
TBOPHOM KJIETKM KOCTHOTO MO3ra.

2. B-OJUI ¢ t (v; 11923) 4 MLL peapanosicuposkoii, T. €. TpaHCIOKaluen
Mmexay reHom MLL Ha xpomocome 11023 1 1iensiM psaoM BapuaHTHBIX (V) TEHOB:
yare Bcero ¢ renom AF4 xpomocomsr 4021, renom ENL xpomocomsr 19p13 u re-
HoM AF9 xpomocomsl 9p22. B-OJIJI ¢ nannbiMu peapanxupoBkamu rena MLL
BcTpevaroTcest y 80 % mutaieHIeB 10 6-MecsYHOro BO3pacTa ¢ IIOXUM MTPOTHO30M.
OTu nenuaTpuyuecKre NalMeHThl COCTaBIISIOT IPYIITY BHICOKOTO PUCKA.

T-OJlJI/numdoma — Heoriazma U3 3J0KAYECTBEHHO TPAHCHOPMUPOBAH-
HBbIX TMPEIIIECTBEHHUKOB JuM(pomnods3a (aumMdoOiacToB), KOMMUTHUPOBAHHBIX
B T-xnerounyto smunuto. T-OJIJI/mumdoma nuarHoctupyercs y 15 % nerei,
B OCTAJIBHBIX CIy4asX XapaKTepHa Ji FOHOIICH M B3POCIBIX MPEUMYIIECTBEHHO
MYCKOTO Toja. JmarHocTupoBaHHbIM y aereid panHero Bospacta T-OJIJI yamie
BCEr0 MMeEET KpaiiHe HeOJaronpusTHbIM MporHo3. TspkecTh KIMHUYECKOTO Teue-
Hust T-OJIJI cBsizaHa ¢ moKanu3anuen 3KCTpamMenyJUISIPHbIX MOPAXKEHUN B TIepe/-
HEM CPEJOCTEHUH, YTO MPOBOLUPYET OCTPYIO JBIXATEIbHYIO U CEpIACUHYIO HEIO0-
cratouHocTh. Hapsany ¢ atum npu T-OJIJI, ocobeHHo y nmerelt paHHETO BO3pacTa,
BBISIBJISIFOTCSI KPaWHSsA CTEIIEHb BBIPAXKEHHOCTU HEUPOJIEUKEMUYECKOTO CUHIPOMA
¥ YPE3BBIYANHO BBICOKAs JelKkeMus (copep:kanue neikonutoB — > 200 - 10%m).
[To mopdonornueckum mpusHakaMm Jeitko3npie Jum@ooaactel pu B- u T-OJUI
HUYEM HE OTIMYAIOTCS Jpyr OT jApyra. llpu HUTOXMMUYECKOM HCCIeTOBaHUU
T-mumpobIacTsl UMEIOT PE3KO MOJIOKHUTETbHYI0 PAS-peakiuio (Ha TIMKOTEH
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U ToJMcaxapujbl) B BUJIE TPaHyJ U HE COAEpPKAT MHUEJIONEPOKCHIa3y, HeCTIeIH-
buyeckyro 3cTepasy, XapakTepHble NIl MUETOUIHbIX 01acToB. OCHOBHBIM METO-
noMm nuddepennupoBanus T- u B-numdobaactos, a 3nauut u T- u B-nmumdo-
OJIaCTHBIX JIEMKO30B SBJISIETCS HUMMYHO(GeHOTUnupoBanue. HMMyHopeHOTHIT
mumpobmactoB ipu T-OJJI/numdome xapakTepusyercsi BapuadeabHbIM dKCIpec-
cupoBanriem CDla, CD2, CD3, CD4, CD5, CD7, CDS, u3 Hux 4arie Bcero moJio-
xutenbHbie pu T-OJIJI CD7 u nurormnazmatuaeckuii CD3 (cCD3). B 19-32 %
cirygaeB T-OJIJI skcnipeccupyrorcst CD117 (c-Kit) u oguH U3 MUEIOWTHBIX aHTH-
reaoB CD13/CD33. TloctynupoBanHbiM mpenmectBeHHUKOM T-OJIJI sBasieTcs
T-KJI€TOYHBII KOCTHOMO3IOBOM MPEIIIECTBEHHUK JIUM(OI033a, MPEAILIECTBEHHU-
koM T-rmmobmactHoM mumpomel — TuMonuT (thymic lymphocyte). Anomaits-
HBIM Kapuotun ooHapyxuBaercsa B 50—70 % cnyuaeB T-OJIJI/numpomsr. Hanbo-
Jee 4YacTO BCTPEYAIONIMECS PEKYPPEHTHbIE I[IMTOTCHETUYECKUE aHOMAJUU
BKIIIOYAIOT anb(da- u aenpra-aokycel T-kiaerounoro pemenropa (TCR) Ha xpomo-
come 14011.2; Gera-nokyc Ha xpoMocome 7035 M ramma-jioKyc Ha XpOMOCOME
Tpl4-15 ¢ anwbda-BapuaHTOM MAPTHEPHBIX T'€HOB. B OONBIIMHCTBE ClydyaeB 3TU
TPaHCJIOKAIIMK MPUBOIAT K HAPYIICHUIO TPAHCKPUIIIIMK IMAPTHEPHBIX TEHOB U pe-
TYJISIUY T€HHOM aKTUBHOCTH, UYTO ycUiuBaeT mpoiiecchl pocta. Teuenne T-OJIJT
y IeTeH MIIQJIIETO BO3pacTa C JaHHBIMHU T€HETHYECKUMHU TIOJIOMKAMH XapaKTepH-
3yeTCsl 0COOO0U TSHKECTHIO M HEOIAronmpHsITHBIM IPOTHO30M. [laliMeHTHl ¢ ATUMH
dbopmamu T-OJIJI cocTaBisitOT TPYIIYy BBICOKOTO pucka. Takum oOpazom, UACH-
TA(DHUKAINS TCHETHIECKUX aHOMAJIMI OJIACTHBIX KJIETOK HE TOJIBKO JUATHOCTUPYET
BapuadnT OJIJI, HO M Tpepomnpenenser MPOrHO3, HEOOXOAUMOCTb MPUMEHEHHS
cnenuguyeckoi mporpammsl Jgeuenus. Jnarno3 T-OJIJI ycranaBiuBaeTcs B Ciiy-
yae oOHapy»eHus B KOCTHOM Mo3re > 20 % omyxosieBbix JTUM(poOIacTOB.

Knaccupukanus FAB (1976 r.) Beigenwia 3 Mop(oIOruyecKux TUIA JICH-
KO3HBIX JUM(GOOJIACTOB, TP ATOM OHHM HE SIBIIAIOTCS TUATHOCTUYECKUMH KpHUTe-
pusimu BapuantoB OJUI: L/ mun — moHOMOpdHBIE MeKue OJacThl C BHICOKUM
SJIEPHO-IIUTOTIA3MATUYECKUM COOTHOIIIEHUEM, CKYIHOM IHMTOIIa3MOM, HAJIHUYU-
€M OKPYTJIBIX SiZIep C KOHJICHCUPOBAHHBIM XPOMATUHOM, HEBU3YaJIU3UPOBAHHBIMU
HyKkjeonaMu, Berpedarontuecs pu OJUJI y nereit; L2 mun — nomumopduast mo-
MyJANAs. KPYITHBIX W CPEAHUX JICHKO3HBIX OJIACTOB C siApaMu pa3HOOOpa3HBIX
OouepTaHUM, OOIIMPHON IUTOIIA3MOM C MEHBIIHUM SJIEPHO-IIUTOIIIA3MAaTHYECKUM
COOTHOIIIEHUEM, BCTpeyatomiasicst B bompimuHcTBe cirydaeB OJUI; L3 mun — eaun-
CTBEHHBIA TUI JUM(OOIACTOB C YHUKAIBHBIMU MOP(OJIOTHUECKUMHU OCOOEHHO-
CTSIMU: KPYITHBIE 0J1aCThI C BEICOKUM SIIEPHO-ITUTOIIA3MATHYCCKUM COOTHOIICHU-
€M, HEKHOM CEThI0 XPOMATHHA, OTYCTIMBHIMH HYKJICOJIaMH, 0a30(UILHOM,
BaKyOJIM3UPOBAHHOM HUTOILIa3MOM, Xapaktepubie st OJIJI/mumdpomsr Burkitt.

Kapruna nepudepuueckoii kposu npu T-, B-OJIJI xapakrepusyercsi BbICO-
KUM TIPOIEHTHBIM COJIEp’)KaHHEM OJIACTOB, YaCTO JICMKEMHUYECKHM XapaKTepOM
neiikoza (ocobenno mpu T-OJIJI), panHuMHM aHemwuel, TPOMOOIIUTOTICHUEH
¥ HEHTpOIEHMEH, MpudeM NpH KoyiudecTse Jeiikonutos Beiue 30 - 10%n metu
y’K€ OTHOCSITCSI K TPYIIE BBICOKOTO PUCKa C KpalHe HeOJIaronpusiTHHIM MPOTHO-
30M. B KOCTHOM MO3re BBISBISIETCS TOTaTbHAs OJacTHAsI MeTaria3usl.
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XPOHUYECKHUE JUM®POIIUTAPHBIE JEMKO3bI/JIMMP®OMbBI
(mature B-, T-, NK-cell neoplasms)

Xpouunueckuii B-kierounblii JumdonuTapHblil Jedko3d/nmumdpoma u3
Maabix JuMmonntoB (B-XJIJI/mum¢oma) — MOCTENEHHO MNPOrpPECCUPYIONIEE
37I0KaYeCTBEHHOE 3a00JIeBaHNE CHCTEMBI KPOBH, TPEACTaBIIsIIoNIee co00M Heoruas-
My JTUM(POUTHON TKAHU, MOP(HOJIOTHIECKUM CYOCTPATOM KOTOPOU SBIISFOTCS TIEp-
BUYHO aKTUBUPOBAHHBIC 3peiibie B-TUMQOIUTEI, OpOILIEaIINE I HE TPOLISIITNE
i GepeHIUPOBOYHYI0O MYTAIlMI0O TEHOB BapHAOCIBHBIX YYACTKOB TSKEIBIX
nene UMMyHOra00yiauHOB (Vy-T€HOB) B T€PMUHATUBHOM LIEHTPE BTOPUYHOTO
B-xierounoro Qosnmkyna, ¢ HapyIIEHHEM CIHOCOOHOCTH CO3pEBAaTh B HMMY-
HOTJIOOYJIMH-CEKPETUPYIOUTUE TIa3MOIUThI, KJIOHAIBHON mpoiudepaiueii Beie-
CTBHUE aKTHBAllUU B-KJIETOUHBIX PEUENTOPOB U ABTOHOMHOM CTUMYJISILIMM HEOILIa-
CTUYECKUX KOMMHUTHPOBAHHBIX MPEAIIECTBEHHUKOB, HAKOIIJICHUEM U 3KCIIaHCHUEN
JUTUTENIBHO JKUBYIIUX OITYyXOJIEBBIX KIJIETOK B KOCTHBIM MO3T, MepupepuiecKyro
KpPOBb, CEJIE3EHKY, MeUCHb, TUM(PATUISCKUE Y3JIbl U JIPYTUE CUCTEMBbI OpTaHU3Ma.
[Tpu sToM HabIO1aeTCA U3BpAIICHUE U TTOAABICHHE TYMOPAIBHOTO U KJIETOYHOTO
3BEHbEB UMMYHUTETA, YTO MPOSIBIISECTCS CHIXKEHUEM COACPKAHUS B KPOBU UMMY-
HOTJIOOYJIMHOB, CIIOCOOHOCTH K BBIPAOOTKE aHTUTENT U MHTepdepoHa, YMEHbIIe-
HUEM COTMPOTHUBIISIEMOCTH K OaKTEpUAIbHBIM U BUPYCHBIM UH(MEKIUAM, Pa3BUTHEM
ayTOAJUIEPTHYECKUX MPOLECCOB, MPUBOAAIINAX K ayTOUMMYHHON I€MOJIMTUYECKON
aHEMHH, TPOMOOIIUTONIEHUHN U BBIPAKEHHOU TpanysoruToneHuu. CocTosiHUE Ta-
IIUEHTOB OCJIOKHAETCS TSHKEIBIMU MH(PEKIIMOHHBIMU 3a001eBanusMu. Mcxons u3
ompeAeseHus], pa3inyaroT JaBa reHetnueckux noaruna B-XJUJI: XJIJI, pa3Bus-
IMICS U3 JIUMQOIMTOB, MPOUIEANINX TUIIEPMYTAIMIO B 3apOJIBIIIIEBOM IIEHTPE
mumpatuyeckux y3inoB (MmytupoBannbii B-XJIT), u XJIJI, pazBuBmmiics u3 Jaum-
GOoIMTOB, HE MPONICANIUX THOEPMYTAlUI0 B TEPMHUHATHUBHOM (3apOIBIIIEBOM)
neHTpe (HemytupoBanHbld B-XJIJI). Tlocnenuuii reHeTUYEeCKUM BapyuaHT OTJIMYa-
€TCsl MPOTPECCUPYIOIIUM PA3BUTHEM 3a00JIEBaHUS C KpalHE TSKEIbIM KIMHUYE-
CKUM TEUEHHEM M MaJION MPOJOJDKUTEIBLHOCTHIO KU3HM MAIlMEHTOB (MeauaHa
BbDKMBaeMOCTH — 8 j1eT). MytupoBannsiii B-XJIJI xapakrepusyeTcsi HHIOJICHT-
HbIM TEYEHUEM C MHOIOJICTHEW O0OIIeil BBDKMBAEMOCTBIO MAlMEHTOB (MeauaHa
BBDKMBAEMOCTH — 25 JieT).

MexayHapoaHas pabouas rpynmna mo U3y4eHUIO XPOHUYECKOro JUM@oIu-
tapHoro nerko3a (IWCLL) chopmynupoBana onpenenstomnii KpuTepuil JuarHo-
ctuku B-XJIJI/mumdomsbl, cocTosiiuid B TOM, 4TO MPHU OTCYTCTBUHM BOBJICUECHUU
B 3JIOKQYECTBEHHBIN MPOIIECC IKCTPAMEIYJUISIPHBIX CUCTEM OpraHu3Ma B nepude-
PUYECKON KPOBHM JOHKCH BBISBISTHCS MOHOKJIOHAJIBHBIN B-kiaeTounsrii nmumd@o-
1MTO3 B KoauuecTBe > 5+ 1091 MOHOKIOHANBHBIX TUM(OLUHUTOB ¢ UMMYHO(EHO-
TUTIOM, XapaKTEePHBIM JUIsl KJIETOK XPOHUYECKOTO JHUMQOIMTAPHOTO JIEHKO03a
(CD5*, CD23") na mpotsbkenun He MeHee 3 mecsies. [Ipu atom B-XJIJT moxker
OBITh TaKKE JUATHOCTUPOBAH W MpHU Ooyiee HU3KOM B-kietouHoMm iuMdomuTose
y TMALMEHTOB C MAHUWUTOIIEHUEW M XapaKTEPHOM CHUMIITOMATUKOM JAHHOTO HEO-
MJIACTUYECKOT0 3a00JI€BAHMUS.
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[Ipy OTCYTCTBMH BOBJIEUYEHUS B 3JI0KAYECTBEHHBIN MPOLIECC KOCTHOIO MO3Ta
JnaHHOe 3a0oseBaHME UMEHYyeTCs TUMGOMON M3 MalbIX JIUMQPOIMTOB, UMEIOLIEH
TKAaHEBYIO CTPYKTYPY M UMMYHO(DEHOTHN KJIETOK, XapaKTePHBIH ISl KJIETOK
B-XJUJI, a Ttakxe uaeHtnuHyro c kietkamu B-XJIJI nuromopdonornyeckyro
xapakTepuctuky. Jlumpoma u3 mManblx JTUMQOUUTOB, MO omnpeaeiaecHru0 Mexay-
HapOAHOM pabouell TpyYIIbI, XapakTepusyercs auMdaaeHonaTHe, OTCyTCTBHEM
IUTONICHUH, CBS3aHHBIX C HWH(UIBTpALMEH OMyXOJEBBIMHU KJIETKAMH KOCTHOTO
Mo3ra, 4to uMmeet mecto npu B-XJUJI/aumdome, 1 HannuneM B nepupepruueckoi
kpoBHu < 5 - 10%n B-ki1eTok ¢ ”MMyHO(EHOTUIIOM, HAEHTHYHBIM Kitetkam B-XJ1JL.
MonoknoHansHBI B-Ki1eTouHbi TMM(ONNUTO3 ¢ UMMYHO(DEHOTHIIOM, XapaKTep-
HeiM 151 B-XJUJI, oOHapyxuBaeTcs M y HEKOTOPBIX 3J0POBBIX HHIWBUIYYMOB
crapiie 40 et (3—5 % TecTUPOBAHHBIX), YTO pacCMATPUBAETCA KakK IPeapaco-
JIO’KEHHOCTh K paszButuio XJIJI unu naxxe HEOOXOIUMOE YCIOBUE €TI0 Pa3BUTHS.
VY unenoB cemeii namueHToB ¢ XJIJI uMeer MecTo OOJBIIOE YUCIO CIy4aeB MO-
HOKJIOHAJIbHOTO B-KkieTounoro mumdonuroza ¢ ummyHodenotunom B-XJUJI
B JIIOOBIX BO3PACTHBIX IPYIIax, HO IIIaBHBIM 00pa3oM B IPYIIIE JItOJI€H, KOTOPHIM
meHee 40 ner. DTo yKa3bIBaeT Ha T€HETUYECKH OOYCIOBICHHOE MPOUCXOXKIECHUE
B-XJJI/numdomsbi.

Paznuyator 5 cranuii XpoHMYECKOTO KiIMHHMYeckoro TedeHus B-XJIJI mo
K. Rai:

— HyJIEBasl CTaJHsI — XapaKTepU3yeTcs: aOCOTIOTHBIM JuMporuTo3omM (Ooree
15 - 10%x1 B KpOBH) U KOJIMYECTBOM JUMQPOLUTOB B KOCTHOM Mo3re Goiee 40 %;

— I cragus — xapakTtepusyercs aOCONMIOTHBIM JIUM(OIUTO30M U YBEIUYCHU-
eM JIUM(PATUUECKUX Y3JIOB;

—II cTaguss — oTianMyaeTcs CIUICHOMETalluel/renaToMeraineii, Hapsay ¢ ad-
COJIFOTHBIM JIUM(OITUTO30M, YBEITUUCHUEM JTMM(PATUUECKUX Y3JIOB;

— Il cramus — xapakTepusyercs YMEHBIICHHEM COJIepKaHUs reMOoTriioOnHa
Huxe 110 r/n, Hapsay ¢ abCOMOTHBIM TUMGOIIMTO30M, YBEIMYCHHUEM JTUM(pATH-
YECKUX y3JI0B U OPraHOMETAINEN;

— IV cragus — xapakrepusyercsa TpomOouuronenuel (mmxe 100 - 10%n),
aHeMueH, Hapsay ¢ aOCOIOTHBIM JTUMQOIIMTO30M, YBEIUYEHUEM JINM(PATHIECCKUX
y3JI0B, F€NaTOCIUICHOMETAJTUECH.

Knerku XJIJI u MenkokiaeTouHble JUMEGOIUTAPHBIE JTUMQPOMBI IKCIPECCH-
pytor CD5 u CD23. Oxkonio 80 % cnyyaeB XJIJI uMEOT HHUTOreHETHUUECKHUE
aHOMAJIMM, OIpeaesieMble MeToI0M (GJIyopecleHTHOH IN Situ rudpuau3anuu
(Fish-merom). M3 Hux B 50 % cnyyaes XJIJI BwisBisitorcst nenmenwu 13014.3,
B 20 % cnydaeB — TpucoMus 12-i1 XpOMOCOMBI, B OCTAJIBHBIX CIydasX — JAeJe-
muu 11022.23, 17p13, 6921. C nenernueit 17pl3, kak mpaBuio, CBA3aHO yTsKeETe-
HUE TeUEHUs 3a00JIeBaHUS U €ro UCcXoa, a ¢ aenerueit 13q14.3 — cpaBHUTENBHO
OJIaroMpUATHBIE PE3yJIbTATHI JICUCHUS U UCXO]T OOJIC3HH.

Kaptuna xposu npu XJIJI xapakrepusyeTcss HaquuueM OOJIBIIOTO KOJIMYe-
cTBa 3penbix JuMoruToB (10 90 % NEeHKONUTOB), EAUHUIHBIX MOJOJBIX (HOpM
(mponumdonToB, UHOTAA TUM(OOITACTOB), MPU3HAKOB MPOTPECCUPYIONICH aHe-
MUHU U TPOMOOLIMTONIEHUH (ayTOUMMYHHOT'O reHe3a). B okpalieHHbIX Ma3kax Kpo-
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BU BBIIBISIIOTCS TeHW borkumna—I'ymnpexra—Kineiina, npeacrapistomnme coOoi
bparMeHThbl SIEPHOrO0 XPOMATHHA OMYXOJIEBBIX JUM(GOIUTOB, PAa3pYIICHHBIX TPU
MPUTOTOBJICHUH Tipernapata. [IporpeccuBHO yBeIMUMUBAIOUIEECS KOJIUYECTBO JIUM-
do1uToB B nepudepudeckoil KpoBH, KOCTHOM MO3re, TKaHSIX U OpraHax (dKCIaH-
CUsl OIyXOJeBbIMU B-nuMdornramu) cBa3aHO ¢ OJOKMPOBAHHEM aIloNTO3a OIy-
xoneBbIX KieTok. B-XJIJI, kak mpaBuio, SBISIOTCS JICHKEMUYECKAMU JIEMKO3aMH.
OmnyxoneBbie TMM(OIUTHI, TOCTETICHHO HAKATUTUBAsICh B KPOBEHOCHOM PYCJIE, BbI-
3BIBAIOT PACCTPOICTBA KPOBOOOpPAILIEHHUS (JEHKOCTa3bl) B dKU3HEHHO BaXKHBIX Op-
raHax, 4To TPHBOAUT K WH(MApPKTaM, WHCYJIbTaM. B TepMUHAIBHOW CTaguu
(OnmacTHBIN KpW3) BHE3AITHO HapacTaeT cojepkaHue TuM(poOIacTOB B KOCTHOM
mosre (6omee 30 %) u B kpoBu (10 90—-100 %), BO3HUKAIOT TsHKEIBIC MHPEKITMOH-
HbI€ OCJIOKHEHHUS, YacTO JICTalbHbIC. YBEJIUYECHHE OITyXOJEBOW Macchl CBBIIIE
100 - 10%n numdoruToB TpebyeT MpoBeIeHUs CPOUHONH XMMHUOTEPAIIEBTHYECKOM
(uuTocTatuyeckoi) tepanuu. Tspkeneuinie oCclIOKHEHUS, BEI3BAHHBIE TPOMOOITH-
TorieHue# (mpody3Hble KPOBOTEUCHHS), MOTYT NMPUBECTH MAIMEHTOB K THOCIH.
B aT0ii cTaauu Habmomaetrcs GopMupoBaHue OJIaCTHBIX HHOUIBTPATOB B JMMda-
TUYECKUX Y3JIaX U MHOXXECTBA MH(WIHTPATUBHBIX OYAroB B IKCTPAHOIATBHBIX
TKaHSX U OpPraHax ¢ COOTBETCTBYIOIIEH CUMIITOMATUKON MOPaKEHUSI.
T-kierounbiid Jeiiko3/aumdpoma B3pocabix (T-JIJI B3pocibix). I10 me-
pudepuueckas T-kieTouHas HeoIia3Ma, BbI3bIBaeMasi peTpOBUpPYCOM |-TO Turma
T-knerounoro Jneiiko3a yenoseka (HTLV-1), nmpeacrapnstonias coboi arpeccuB-
HOE, IUPOKO TUCCEMUHUPYIOIIEE 3JI0KaY€CTBEHHOE HOBOOOpA30BaHUE, MOPAXKAIO-
niee JIFOAEH MOXKUIOTo Bo3pacTa. /laHHBIM BUJ JIEWKO3a PACIIPOCTPAHEH B HEKOTO-
pBIX peruoHax mupa, ocooeHHo B Anonun, Kapubckom OacceitHe U EHTpaIbHON
Adpuke. DHIEMUIHOCTH 3a00JICBaHUS TECHO CBs3aHa C MpeodiagaHueM BHpyca
HTLV-1 B nomynsiiuu yka3aHHbIX perdioHOB. Hanbosee BeposSTHBIMHU KJIE€TKaMU-
npeIecTBeHHNKaMu 3a0oieBanus siBisrores CD4-, CD257, FOX P3-nonoxu-
TeJbHBIE pEryisaTopHble T-KieTku. 3a00JieBaHUE XapaKTEePU3YETCs IUTEIbHBIM
JaTeHTHBIM TiepuosioM. [lopakeHue BUPYcOM OOBIUHO HACTYIAET B aHTEHATAIIb-
HOM U paHHEM MOCTHATaJIbHOM IEpuoAax KM3HU. Bupyc nepenaercs ¢ rpyaHbIM
MOJIOKOM MaTepH, F€MaTOT€HHbIM M F'€HUTANIbHBIM IyTeM. MHUUIEHTHI NeliKo3a
B Anonun mmeror Mecto y 25 % nHocutenedt Bupyca HTLV-1. Cnopanuueckue
CJlydyaud BO3HMKHOBEHUS JICHKO3a YPE3BBIYAHO PEIKHE, a MOPAKEHHBIE MAI[UEHThI
4acTo SBJSAIOTCS YPOXKEHUAMHU dHIAEMUUYECKUX peruoHoB. T-JIJI B3pocibix BCTpe-
yaeTcs ToJIbKO y JroAed ot 20 mo 80 ser, ¢ MeauaHoi 3abosieBaeMocTu 58 JeT
U npeoOnagaHueM y My»XK4uH B Bo3zpacte 60—70 mer. OcCOOEHHOCTh ITHOJIOTHH
JIeliKo3a COCTOUT B TOM, YTO OAHOTO MH(uiMpoBaHusi Bupycom HTLV-1 nHe mo-
CTaTOYHO JJIsl HEOTUTACTHYECKOM TpaHcpopMaliui MHOUIIMPOBAHHBIX KJIETOK. Bu-
pyc HTLV-1 ungynupyet npoaykiuto 6enka p40, 9To MPUBOAUT K TPAHCKPHUTIITHU-
OHHOW aKTHBAIlMM MHOTOYHCIICHHBIX T€HOB B WH(MUIIMPOBAHHBIX JTUMQOIHUTAX,
OTBETCTBEHHBIX 3a T-KJIETOUHYIO Mposrdepannio U oHkoreHes. OIHAKO BO3HH-
KaroIasi akTHBHOCTh aJIbTEPHATHUBHBIX T€HOB (CYIPECCOPOB) TPEOYET TOCTATOYHO
JUTUTEILHOTO BPEMEHH ISl MaJIMTHU3auu uHpumpoBanubix T-knetox. HTLV-1
TaK)K€ MOXET KOCBEHHO BBI3BIBaThH Jpyrue 3aboneBanus, Takue kak HTLV-1-
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aCCOIMMPOBAHHYIO MHEJIONATHIO/TPONTMYECKUN cracTuyeckuil mapamapes3. T-JIJI
B3pOCJBIX — 3a00JIeBaHUE LIETIOCTHOIO OpraHM3Ma C BOBJIEYEHUEM B 3JI0Kaye-
CTBEHHBIM TIporiecc KoxH, jerkux, nedenu, )KKT, [IHC, numdaTnyeckux y3moB
u ceneseHku. Y 50 % manuMeHTOB Koxa SBISETCS HamOoJiee XapaKTepHOU
HKCTPAHOANIbHOM O00JaCThIO BOBJICUEHHUS B OITyXOJIeBbIM Tmporiecc. Paznuuaror
CIIEyIOIIMe KIMHUYECKUE BapUaHTHI JAHHOTO 3a00JIeBaHUs: OCTPbIi, TuMdoma-
TO3HBIA, XPOHUYECKUU, TICIOIINAMN.

Yame BCTpedaeTcsi ocmpublii BAPUAHT, KOTOPBIA XapaKTepU3yeTCs 3HAYUTEIb-
HBIM YBEJIMUEHUEM COJCPKAHUSI B KPOBHU JICHKOIIMTOB, TCHEPATM30BAHHON JIMM(a-
JICHOIIATHEN, JINTUYECKUM ITOPAXKEHUEM KOCTEW C TUNEPKAIBLIUEMHUEH, a TaKKE
KOXKHBIMU SI3B€HHO-HEKPOTHYECKUMHU Tiporieccamu. [Tpu 3ToM oTMevaroTes remnaro-
CruieHOMerasusi, T-KIeTOUHbI UMMYHOAE(PUIIUT C YACTHIMHU OMMIOPTYHUCTUYECKUMHU
uHEKIUAMEU (THEBMOHUS, BbI3bIBa€Masi THEBMOLIMCTON KapUHUU, CTPOHTUIIONI03).

Jlumghomamo3sHwill BapuaHT XapaKTEPHU3yeTCsl 3HAUUTEIHLHOU auMdbaeHomna-
TUel, HO Oe3 BoBJeUeHMs mepudepuyeckod KpOBHU B OIyXOJEBBIM MpoIEcC.
BONBIIMHCTBO MAIMEHTOB PETUCTPUPYETCS B PA3BEPHYTOM CTauu JeiKo3a, IO-
0OHOM ocTpoil hopMe, XOTs TUIIEPKATBIUEMHUsI BBISIBISETCS 3HAUYUTEIBHO PEXKE.
KoHble MOpa’keHUs BKIIOYAIOT 3PUTEMATO3HYIO Chillb, MAMYJIbl, Y3€IKUA (HOIY-
JISIPHBIE TTOPAKEHUS) C YACTHIM U3bIA3BICHUEM.

Xponuuecxuu Bapuant T-JIJI B3pOCIBIX 4aCTO aCCOLMUPOBAH C KOKHOU ChI-
b0, HAPSAY C a0COIOTHBIM JIMM(OIIMTO30M U HEMHOTOUHCIICHHBIMU aTUITHYHbI-
MU TUM(GOIUTAMU B IEPUPEPUIECKON KPOBH.

Tnerowuti BApuaHT XapAKTEPU3YETCSI HOPMAIBHBIM KOJMYECTBOM JIEMKOIU-
TOB U LUPKYJISIUEN B KpoBH Oojee 5 % HeormacTuueckux KiaeTok. [lanuenTs! ya-
CTO MMEIOT KOXKHBIE€ U JIETOYHBIE MOPAKECHUS, HO JJUTUYECKOE MOPAXKEHNUE KOCTEH
OTCYTCTBYET.

B 25 % ciny4yaeB XpOHMYECKU M TIICIOIIMN BapUAHTHI MPOTPECCHPYIOT
B OCTpbIA KJIMHUYECKHM BapuaHT Jenko3a. [Ipu Bcex BapumaHTax KIMHUYECKOTO
teueHus: T-JIJI onmyxoneBbie TUMGPOIUTHI XapaKTEPU3YIOTCS SIACPHBIM MOIUMOP-
bu3MOM, KPYITHBIMU pa3MepamMu, HATUYHEM OTYETIMBBIX HYKJICOJ B siApax € Irpy-
OBIM IMIJIOTHBIM XpoMaTUHOM. [lomuMopdusm sep npupaet kietke GopMy IBETKA.
NMMyHO(DEHOTHI OIMyXOJEBBIX KJIETOK XapaKTepU3yeTcs sKcrpeccuen T-kierod-
HeIX anTHreHoB (CD2, CD3, CDS5), oxnako ¢ yrparoit CD7. B GonbmmHCTBE CITy-
yaeB omyxouieBbie JuM@onnTel uMetoT CD4" u CD8™, nHoraa skcnpeccupyroT Kak
CD4, tak u CDS8. Bo Bcex ciydasix cuiibHO 3kcnpeccupoBad CD25, uro sBusieTcs
BaKHBIM JIMarHOCTHMYECKUM TMoKa3areneM. LleHTpanbHyl0 pojib B MAaTOreHe3e
T-JIJT B3pocabix urpaer konupyembiii Bupycom HTLV-1 B pernone pX nporeun
Tax, axTuBUpYyIOUIMil OoJbIIOe pa3sHOOOpasue KIETOYHBIX IeHoB. Kpome Toro,
BOXHOE 3HAUYCHHE WMeEeT ycwieHne 3(PGEeKTUBHOCTH afeHo3uHMOHO(ochaTa
c ¢ochopunupoBanriem TpaHckpummoHHoro ¢aktopa CREB, sBustomerocs
KJIFOYEBBIM 3BEHOM IAaTOreHe3a Jieiiko3a. BhIsiBIIEHHbIE MHOTOYUCIIEHHBIE XPOMO-
COMHBIC a00epaly OMyXOJIEBBIX KJIETOK HE HOCST CHEIU(MUUYECKUA XapakTep.
dakTopaMu, ONPEACISIONMMH MPOrHo3 AaHHOro T-JIJI, sBisArOTCA KIMHUYECKUE
BapUaHTHI JIEHKO03a, BO3PACT IMAIMEHTAa, YPOBEHb CHIBOPOTOUYHOTO KaJbIIUS U JIaK-
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TaTAECTUAPOTEHA3bl, a TAKKE COCTOSIHHE JKU3HEHHO Ba)KHBIX CHUCTEM OPraHU3MA.
ITpoaOMmKUTENBPHOCTD U3HU MALMEHTOB C OCTPbHIM BApUAHTOM J€iKo3a KoieO-
aetcs oT 2 HeAenb 10 1 rona. [IpyurHaMu cMepTH MpU 3TOM YacTO SBISAIOTCSA UH-
(eKLIMOHHBIE OCJIO)KHEHUS (CTPENTOKOKKOBBIM MEHMHIUT, TUCCEMUHUPOBAHHBIN
herpes zoster nporuecc, mHeBMOIUCTHAS (KAPUHKUN) TTHEBMOHUS) M TUTICPKAIBIHC-
MUsl. XpPOHUYECKUM U TJICIOIIMI BapUAHTHI JIEHKO3a XapaKTepu3yroTcs 0omee JIiu-
TEJIbHBIM KJIMHUYECKUM TE€YEHUEM W Jy4ylleill oOmeil BbLKMBAEMOCTBIO IMAlUEH-
ToB. OJHAKO 4YacTo HAOJIOJAIOUIEECs] MPOTPECCUPOBAHUE B OCTPBIA MOJATHUII
IPUBOJNUT K MOJJHUEHOCHOMY arpeCCUBHOMY TEUEHHIO U UCXOY.

ArpeccuBnbiii NK-kijerounsblii Jeiiko3/nmum¢poma — HEOIUIACTUYECKOE
3a0o0JieBaHNE, BO3HMKAIOIIEE B pe3yJbTaTe CUCTEMHOW OIyXOJeBOW mpoiudepa-
mun NK-k1eTok, mOCTOSSHHO acCOLMMpPOBAaHHOM € BUpycoMm OmiiteiHa—bappa,
U XapaKTEepU3YIOILeecs arpeCCUBHBIM KIMHUYECKUM TE€YEHUEM. DTHOJIOTHS JaH-
HOTO BHJA JIEMKO3a Maj0 H3y4yeHa, HO IMOCTOSHHAs acCCOLUMalUs C BUPYCOM
OnmreiiHa—bappa npeanosaracT BEyIyo MaTOr€HETUYECKYH0 POJIb B €TI0 Pa3BU-
TUW. DTOT BUJ JIEMKO3a SIBISIETCS T€HEPAIM30BaHHBIM, KpailHE arpeCCHBHBIM 3a-
OosieBaHMEM OpraHM3Ma C BOBJICUEHUEM BCEX JKU3HEHHO Ba)KHBIX CHUCTEM U Opra-
HOB, B TOM YHCJIE€ NepU(PepruyecKoil KpOBU, KOCTHOTO MO3Ta, MEYEHH, CEIE3CHKH,
JETKUX, TUM(PATUYECKUX Y3JI0B U Jp. Y MALMEHTOB OTMEYAIOTCS BCE MPOSBICHUS
ocTpoil (a3bl (c1adoCTh, YPE3BBIYANHO BhIpAXKEHHAS JUXOpajaka u 1p.). B nepu-
(dbeprueckoil KpOBU OTMEYAETCS KapTHUHA JIGMKEMHYECKOTO JIEMK03a ¢ COJIepKaAHU-
€M 3JIOKaueCTBEHHBIX KJIeTOK Oosee 80 %, BbIpaXKeHHOW aHEMUEH, HEUTPOIIEHHEN
U TPOMOOLMTONEHUEH. YPOBEHb CHIBOPOTOUYHOM JAKTATAEIMAPOTre€Ha3bl 3HAYU-
TEJIbHO MOBBIIIEH, XapaKTepHbl T'€HEpalu30BaHHAs JuM(paaeHONaTHs, Tenaro-
CIUIGHOMETaJIMsI, CUHIPOMBI IeMOo(aroluro3a U MYJIbTHOPIaHHOTO MOPaXKECHUS
opranuzma. KnmHuueckoe TedeHre B OOJIBIIMHCTBE CIy4aeB OCIIOXKHSETCS Koary-
JoTlaTUel, OCTPON HEIOCTAaTOYHOCTHIO KU3HEHHO BAXKHBIX CHUCTEM, OYpHOM Juc-
CEMUHALMEN 3JJ0KaYECTBEHHBIX KJIETOK B KOCTHBII MO3I, BO BCE OpPraHbl U TKaHM,
YTO MPUBOAMUT K OTCYTCTBUIO 3P (heKkTa XUMHOTEpanuu U ObIcTpoMy (aTaabHOMY
ucxony. Heomnmactuueckue knetku skcnpeccupyor CD2, cCD3, CDS56, uenbrit
psin Tokcuueckux Mojiekys, FAS ligand, uto oOycioBiuBaeT ux remModaromnurap-
HbI 3(Q@exT M BBIpAXKEHHYI0 MHTOKCHKALMIO opranu3ma. [locTynmpoBaHHBIM
HOPMAJIbHBIM IPEAIIECTBEHHUKOM OIyXOJEBbIX KJIETOK sABIsA0OTCS NK-KieTku.

Takum oOpazoMm, T-, NK-kierounsie xpoHudeckue TuM@OIEKo3bl BCTpe-
qaroTcs peako (MeHee 5 % BcexX Clly4aeB XPOHUYECKUX JIMMQOLUTAPHBIX JIEHKO-
30B) M OTJIMYAIOTCS] KpailHEW arpecCUBHOCTHIO T€UEHHUS, BOBJICUCHHEM B 3JI0Kaue-
CTBEHHBII MPOUECC )KM3HEHHO BaXKHBIX OPraHOB C HEOJIArOMPUSATHBIM MPOTHO30M.

MPUHITAIILI TEYEHW S JIEHKO30B

CoBpeMeHHass KOHIICMIUA JIeUeHHUs JielKo3a (OCTpPOro JieKo3a) COCTOUT
B CIICIYIOIIEM: LIENb JICUEHHUS] — D3paJuKanus JICMKEMHYECKOTO KJIOHA, BOCCTa-
HOBJICHHE HOPMAaJIbHOTO KPOBETBOPCHHMS, JOCTHIKEHHUE JUTUTCIHHON Oe3peruanB-
HOM BBDKMBAEMOCTH MMAIlCHTOB.
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OTansl JICYEHNUS

1) MHAYKIKS pPEMHUCCUH, HANpPaBJICHHAS HA JOCTHXKEHUE TMOJHOW reMaTolio-
TMYECKOM PEMHUCCHUU MYyTeM YHUUYTOKEHMSI OCHOBHOM MAacChl JIEHKO3HBIX KJIETOK
Y MUHUMU3AIMU OCTaTOYHON OOJIe3HH;

2) KOoHCcoNMuaanus (3aKperieHHe) PEMHUCCHH, HalpaBJICHHAs Ha JalibHEHIee
CHM)KEHUE MACChl OITYXOJIA U MPOPUIAKTUKY BOZMOMKHBIX PELIUANBOB;

3) mopnepKkaHue PEMUCCUU — TOJICPIKUBAIONIAS TEpaIus, MpeIycMaTpu-
BAIOILASl ITTUTEIBHOE TPUMEHEHNE MEHEE NHTEHCUBHBIX PEKUMOB JICUCHHS.

[Tpu nedeHuu OCTPBIX JEUKO30B y JETe MPOBOAMUTCS TEparus U MpoQuiiak-
THKa HEMPOJIEUKEMHH C TIEPBBIX ATAIIOB ITPOTUBOOIYXOJIEBBIX MeponpuaThi. s
BbIOOPa 3(DPEKTUBHBIX METOJOB M CPEACTB JICUCHHS] HEOOXOANMO CBOCBPEMEHHO
OTPENCUTh BUJ JIEWKO3a, a TaKXKE CTAJUI0 U TOKECTh 3a00JeBaHus. Anpooupo-
BaHHbBIC CTaHJAPTHBIE MPOTOKOJBI JCUCHHsS] Ha3HAYAIOT C YYETOM OCOOEHHOCTEH
Te4eHUsI 3a00JIeBaHNs, HACJIECTBEHHOCTU U KOHCTUTYLIMU MALIUEHTA.

OCHOBHBbIE HANpaBJICHUs TEPAUH JICHKO30B:

— IIPUMEHEHHUE CHelUPUUECKUX XMMHOTEPalleBTUYECKUX IMpenapaToB-IUTO-
CTaTHUKOB;

— B psi/ie CITy4yaeB UCIIOJIb30BAHUE JTyYEBOM TEpanuu, 0COOCHHO MPH JICYEHUH
HEUPOJICUKEMUH;

— OCYUIECTBJICHUE 3aMECTUTENbHON Tepaluu IyTeM TeMOTpaHCPy3uu KOM-
MIOHEHTOB KPOBU U CTBOJIOBBIX KPOBETBOPHBIX KJIETOK WJIM TPAHCILJIAHTAI[MU CHH-
TE€HHOr'0/aJNIOT€HHOI0 KOCTHOT'O MO3Ta;

— COIMMYTCTBYIOILAsl Tepalvs, HANpaBjieHHas HAa NPO(UIAKTHKY M JIEUYECHHE
MH(EKIIMOHHBIX OCJIOKHEHUH (AHTUOMOTUKH, MPOTUBOTPUOKOBBIE CPEJICTBA);

— JIETOKCUKallMs OpraHu3Ma C LENbl0 OCaableHUs] TOKCHUECKOro IeHCTBUS
UTOCTAaTUKOB;

— CUMIITOMAaTHYECKasl Tepammsi.

OcHoBONOJararoMe MPUHLIKIIBI XHMUOTEPANIUH JIEUKO30B:

1) npUHIUI 103bI/HHTEHCUBHOCTH, T. €. HEOOXOAMMOCTH HCIIOIb30BAHUS
aJIeKBaTHBIX /103 IIUTOCTATUUECKUX MPENapaToB;

2) PUHIIMIT UCIIOIb30BAHUSI KOMOMHAIIMN IIMTOCTATHYECKUX CPeacTB (OT 3
10 7) ¢ Uebp0 NofydeHusl HanOoJpuero 3gdekra (IpUHLKMI CyMMAallid WUHTEH-
CUBHOCTH J103bl) U YMEHBIIEHUSI BEPOSITHOCTU PA3BUTHSA JIEKAPCTBEHHON pe3u-
CTEHTHOCTHU;

3) IPUHIIKIT 3TAMHOCTH TEPAITHH.

[Ipy neyeHUM JEHKO30B HEOOXOAMMO HUCKIIOYEHHE POCTCTUMYIIHUPYIOLIETO
(bu3MoTEpaneBTUYECKOT0 JICUEHHS, BATAMUHOB U OMOCTUMYJISITOPOB.

JlocTrxKeHHsI TeMaTOJIOTMHU M MOJIEKYJISIPHON OMOJIOTHU MO3BOJIMIIN pa3pado-
TaTh METOJbl NATOT€HETUYECKON TEPANUU PsAAa JIEWKO30B: XPOHUYECKOTO MHEINO-
UIHOrO JIEHK03a, OCTPOro IPOMHUEIOUUTAPHOrO JielKo3a. BrI3nopoBeBIIMM
CUMTAIOT MALMEHTa, Y KOTOPOTO UMEETCs MOJHas KIMHUKO-TeMaTOJIOTHYecKas
pemuccus Ha MPOTSHKEHUH 5 JIeT 0e3 ciaydyaeB peluauBUPOBaHUS MOCIIE 3aBepIlie-
HUS MTOJIHOTO Kypca JICYEHUS.
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AJITOPUTM MMATOPU3NOJIOTHNUYECKOI'O AHAJIN3A TEMOI'PAMM
IPU JIEMKO3AX

Heo06xoauMo BBITIOIHUT CIEAYIOIINE 1Iaru:

1. YcTraHOBUTH HAJIMYHE B KPOBM (reMorpaMme) aTHNUYHBIX (JIeHKO3-
HbIX) 0JIACTOB, YTO SBJSICTCS aOCOJIFOTHBIM MPU3HAKOM JIEHKO3a, MaKe MPU MH-
HUMaJIBHOM cojiepskanuu OmacTtoB (B mpenenax < 1 %). OrcyrcrBue B nepudepu-
YECKOW KpOBU OJACTHBIX KJIETOK TMPH HAIMYUM W3MEHEHUW B KapTHUHE KpPOBU
U KIIMHAYECKOW CUMIITOMATHKH, XapaKTEPHBIX JJIS JICUKO30B, TPeOyeT 00s3aTeb-
HOTO MCCIIEZIOBAHUS KOCTHOTO MO3Ta, SIBJIAIOIIETOCS IJIaBHBIM 3TAallOM JUarHOCTH-
POBaHUs JIEUKO3A.

2. YCTAaHOBHTH THI Jieiiko3a (MUCTOUAHBIA WIH JTUMGOHUIHBIN), KOTOPBIH
OTIpEJIeNISIETCSl TUIIOM OJaCTOB, yYKa3aHHBIM B reMorpaMme (MHUEJIOUIHBIE WIH
mumpouanbie O0xacTsl). g muMEOOUIHBIX JTEHKO30B XapaKTEepHbIC THUIIBI OJia-
ctoB — T-, B-, numdo06nacTel; a1 MHEIOWIHBIX JIEMKO30B — MHEI00JIacTHhI,
MOHOOJIACThI, JPUTPOOTACTBI, MEraKapruoOJIacThbl, ATUIMMYHBIE TMPOMHUEIOLHUTHI
Y TIPOMOHOITUTHI.

3. YCTaHOBUTH THIl OCTPBIX JIEIKO30B, OLICHUB NPUBEACHHBIC XapaKTepH-
cTUKH O1acToB (Mopdosornyeckas, MUTOXUMHIECKAs, ITATOTCHETHIECKAS, UMMY-
HO(EHOTUITNYECKAsI, TEHHAs ).

4. JlaTh OLIEHKY NMPOIEHTHOT0 COJePKAHUA B KPOBH ATHIHYHBIX JIEHKO03-
HbIX 0JIACTOB C LIEJIbIO0 YCTAHOBJICHHS BUJIA JIEUKO03a: OCTPBIN WM XPOHUYECKUM.

Conepxanue B KpoBu > 20 % aTUNUYHBIX (JE€HKO3HBIX) OJIACTOB SIBISECTCS
aOCOJIFOTHBIM JTMAarHOCTHUUYECKUM KpUTepUeM ocmpoeo netikoza (OMJI, OJII) nau
CTaJuH 0JACTHOTO KPH3a XPOHUYECKUX JICUKO30B.

Conepxanue B kpoBu < 20 % JeHKO3HBIX 0JIACTOB YKa3bIBAET HA XPOHUUE-
CKutl Jetiko3 TIpU HAJIMYMAKA COOTBETCTBYIOIIMX W3MEHEHUN B mepuepruvecKoi
KpOBU JI00, HE SBISACH JIOCTATOYHBIM KpUTEpHEM MaHU(ECTaIluu OCTPOro Jiei-
K03a, YKa3bIBa€T Ha BO3MOXKHBIN €r0 PEIUINB.

Conepxanue B kpoBu < 20 % JeiiKO3HBIX OJACTOB YKa3bIBae€T Ha OCTPBIN
JIEKO3 B ClIy4asiX HACHTUPHUKAIMU B OJacTaX MOBTOPSIOMUXCS (PEKYPPEHTHBIX)
IIUTOTCHETUYECKUX WM TCHHBIX aHOMAJIWA B BHUJAC TPAHCIOKAIIMA TEHETHYECKOTO
MaTepuana u (OpMUPOBAHMS HA a0EppPUPOBAHHBIX XPOMOCOMAX (JI€pUBATAX XPO-
MOCOM) CIIMTHBIX T'€HOB — CIEIU(UIECKUX TEHHBIX MapKEpOB JICHWKO3a, CIyKa-
X a0COMIOTHBIM AUATHOCTUYECKUM KPUTEPUEM OMpEACIICHHOTO BapuaHTa Jiek-
ko30B. Hanmpumep, OMJI ¢ t (8; 21) (922; 922) u hopMupoBaHHEM CIMTHOTO I'eHA-
mapkepa RUNX1-RUNXI1T1 nuarHoctupyeTcst pu 0OHApY>KEHUU 3TOTO TEHHOTO
Mapkepa U ypoBHe OnactoB B kpoBU < 20 %; Takke ycTaHaBIMBAeTCs JUArHO3
OILT ¢ tpancnokammeit t (15; 17) (922; ql2) npu BBIABACHHH CIMTHOTO Te€Ha
PML-RARA na nepuBare 17-if XpOMOCOMBI.

Conepxanne B kpoBu < 20 % JIEMKO3HBIX OJACTOB TaK)KE€ UMEET MECTO MPH
pazHoBugHocTH MJIC, saBnstomierocs npeamectseHHUKoM OMJIL.

5. Onpeneaurh TUN U BAPHAHT OCTPOro Jieilko3a HA OCHOBAaHWW YKa3aH-
HBIX B F€éMOTpaMME THUIIA JICWKO3HBIX OJIACTOB WMJIM WX XapaKTEPHUCTHK, HATHMUHS
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T€HHOTO MapKepa W COOTBETCTBYIOLIErO MPOLEHTHOTO COJAep»KaHus OJacToB.
Hanpumep, tun netikoza numdoodnactaeii (OJIJI), ero Bapuantel — T-, B-mum-
dbobnacTHbIe JTEHKO3bI; TUI Jeiko3a ocTpeiii Muenouanbiii (OMJII), ero Bapuan-
Tbl — ocTpblie Muenonaubie NOS: ocTpblil MUenO0IaCTHBIN JIEWKO3 ¢ MUHUMAJIb-
HOM audPepeHITMPOBKON, OCTPBIM MHEIO00IaCTHBIN JIeiiko3 6€3 co3peBaHusl, OCT-
pBIii MUETOOJIACTHBIA JIEMKO3 C CO3PEBAHHMEM; OCTPBIA MOHOOJACTHBIN JIEUKO3;
OCTPBI MUEJTOMOHOLMTAPHBIA JIEMKO3; OCTPBIA MOHOLIMTAPHBIA JEHKO3; OCTPBII
IIPOMUETIOLUTAPHBIN JIEUKO3; OCTPBIE 3PUTPOUIHBIE JIEMKO3BI, OCTPBIM METAaKa-
PHOOIACTHBIN JEMKO03; OCTPbIM 0a30(pMIbHBIN JIEK03; OCTPHIN MaHMHUEI03 C MHE-
ao¢udposzom; Bapuantel OMJI ¢ moBTOpsiroIMMHCS (PEKYPPEHTHBIMH) T€HETHYE-
CKUMH aHOMaJHsIMH (TEHHBIMU MapKepaMu) u apyrue Bapuantel OMIL.

6. /laTh OlleHKY CYMMAapHOT0 KOJIUY€eCTBA JIeHKOIUMTOB nepugepryeckoi
KPOBH.

Konuuectso neiikomuros > 100 - 10%1 — 1nocTaTouHbli AMATHOCTUYECKHUIA
KPUTEPHI JleliKeMuyuecko2o Jieliko3a Jaxe MpU OTCYTCTBUU B KPOBH JIEHKO3HBIX
051acTOB (XOTA B ATOM Clly4ae, Kak MpPaBHIIO, OMPEICISIOTCS XapaKTepHbIC ISt
XPOHUUYECKUX JIEHKO30B U3MEHEHUS B KPOBH U KOCTHOM MO3T€).

Konmuuectso neiikonuros < 100 - 10%1 npu oTcyTcTBHHU NEHKO3HBIX 6IaCTOB
B KPOBH, & TAaK)K€ KIMHUYECKON CUMITOMATUKU U IPYTHX U3MEHEHHUH nepudepu-
YECKOW KPOBH, XapaKTEPHBIX IJISi XPOHUYECKUX JIEHKO30B, HE SIBISIETCS JMArHO-
CTHUECKHUM KpUTEpUEM Jieliko3a. TpedyeTcs ucciaeToBaHue KOCTHOTO MO3Ta.

Konmmgectso neiikomutos > 9 - 10%1, mo < 100 - 10%n npu Hanuuuu B KpOBH
WJIM KOCTHOM MO3T€ 0JacTOB U COOTBETCTBYIOMIMX MMOKa3aTeel KPOBH, XapaKTep-
HBIX JUISl JIEMKO30B, YKA3bIBAET HA C)O.1etiKeMUudecKull 1euKos.

KomuuecTBo nelikonuTos < 4 - 10%n npy Hanuuuu B KpoBH GIIACTOB YKa3bl-
BACT HA JICUKONEeHUUeCKUlL JIeUKO3.

HopmanbHOe 4uciio JEHKOIMUTOB B KPOBU C HAIMYUEM JICMKO3HBIX OJia-
CTOB — MPU3HAK AIeUKeMUYeCcKo20 JeUKo3d.

7. 1aTb OlleHKY JielikomuTapHoi Gopmyibl («igaepHON  (HOPMYITB»
HEUTPO(HIIOB) C LIENBI0 YCTAHOBICHUSI TUTMYHBIX U3MEHEHUN MPU OCTPBIX U XPO-
HUYECKHX JIEUKO3aX:

— YCTaHOBUTH Hajmume Jeiikemudeckoro mnposaina (hiatus leukaemicus), na-
TOTEHETHYECKasi CYIIHOCTh KOTOPOTO COCTOUT B YTpaTe CIHOCOOHOCTH JICHKO3HBIX
OsactoB Kk audpepeHIUpPOBKE MPU OCTPHIX JIeKo3aX. Bbicokoe MpoIeHTHOE Co-
nep:kanue 051acToB (MHUENO0JaCTOB), @ TaKKe OTCYTCTBHE CO3peBaroOlIUX (opm
HEUTPODUIOB — MHUEIOLUTOB, METAMHUEIIOIIMTOB — HAPSIAy C HE3HAUYUTEITHHBIM
MPOIEHTHBIM COZACPKAHUEM MATOYKOSIIEPHBIX U CErMEHTOSICPHBIX HEUTPO(HIIOB
HA3bIBAIOT JeUKeMU4eCKUM Npo8aiom, XapakTepHbIM TJIaBHBIM 00pa3oM i Bapu-
aHTOB OCTPOTO MHENI00JacTHOTO Jekko3a. [Ipu ocTpeix muM(OOIACTHBIX JEHKO-
3ax TaK)K€ MMEET MECTO BBICOKUH MPOILEHT JTUM(}OOIACTOB C OTCYTCTBUEM CO3pe-
BAIOIINX TPOMEKYTOYHBIX (HOpM — TPOTUM(DOIIUTOB, YTO HEKOTOPHIC aBTOPHI
OTHOCST K JIECHKEMUYECKOMY IPOBaIy;
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— BBIYUCTUTD UHJIEKC siaepHoro casura (MAC) mo dopmyne:

% HeCerMeHTHOSAEPHbIX HEUTPODUIIOB
% CerMeHTHOSACPHBIX HEUTPODUIIOB

MAC yBenmnuen npu XMJIL.

— YCTaHOBUTh HAIMYHE JIEUKEMUYECKOTO (10 OJacTOB, MPOMHUEIOINTORB)
TUTIIEPPETEHEPATUBHOTO CHIBHUTA JICHKOIUTAPHOU (HDOPMYJIIBI BJICBO, SIBJISTFOIIETOCS
remarosniorndeckum mMapkepom XMIJL. IlpunaTo ciienyroniee OnpeaeseHue 3Toro
BHJIa CIBUTA: HAJIMYHUE MAJIOTO MPOIICHTA JIEHKO3HbIX 0s1acToB (< 20 %), mpomue-
JIOIIUTOB C IOCTATOYHO BBICOKMM IPOIIEHTHBIM COJIEP’)KAHUEM aTUITHUYHBIX OITyXO-
JICBBIX MHEJIOIUTOB, METAMHUEIIOIUTOB, MAJOYKOSICPHBIX HEUTPOhUIOB Ha (HoHE
BBIPKEHHOT'O JICHKOIMTO3a U a0COMIOTHON HEUTpOohUInn.

8. JlaTh OLleHKY TUIIMYHBIX HAPYIIECHUI JIeHKOTPAMMBbI NPH JeiKo3aXx:

— YCTaHOBUTHh Hanuyue 0a30()uIbHO-303MHOPMIBHON accornuaiuu (abco-
JroTHas 6a30duiust + abCoMOTHAs 203UHO(PMIINS), XapakTepHou st XMJI;

— YCTaHOBUTh HAJIMYUE TPAHYJIOUUTONEHUU (aOCOIIOTHON HEHUTPOIICHUN)
BIUIOTh JIO arpaHyJIOIUTO3a, YTO XapaKTepHO I OCTPhIX Jieiko30B (OMJI
u OJII);

— YCTaHOBHTHh HAJIMYNE 3HAYUTEIHHO BHIPAKCHHOTO B TCUCHUE JTUTEIHHOTO
nepuosa BpeMeHH abcomoTHoro mumdonurosa (> 10 - 10%n mumdonuros), urto
SBJIICTCSI PAHHUM JTHATHOCTHYECKUM KPUTEPHEM XPOHUYECKOTO JHMQOIJICHKO3a
JaXke TIPU OTCYTCTBHH B KPOBH aTHIMYHBIX JTUM(OOIACTOB;

— YCTAaHOBHTH HAJMYHE BHIPAKEHHOTO OTHOCHUTENBHOTO (> 20 %) 1 abcomroT-
HOro MoHouurosa (> 1 - 10%x), uro MoXker GBITH XapaKTEPHO JUIl XPOHHUYECKOTO
MUEIO-MOHOIIUTAPHOTO M MOHOIIUTAPHOTO JICHKO30B — BapHUAHTOB MUEIOMCIIIA-
CTHUYECKUX/MHUETIONPOIN(EpaTUBHBIX HEOTUIA3M, 4acTo npemectBytonmx OMIJI;

— YCTaHOBUTHh OTCYTCTBHE 0a30(PHIIOB, aOCONIOTHYIO PO3UHOIICHUIO WM OT-
CYTCTBHE 303MHO(DHUIIOB (aHAO3MHOPIIIHIO), YaCTO BhIsBIIsieMbie pu OMJIL.

9. laTh OLIEHKY CYMMAPHOI'0 COA€eP:KAHHUS 3PeIOKJIETOYHbIX IJIEMEHTOB
KPOBM (9PUTPOLIUTOB, TPOMOOILIMTOB, JICHKOIIUTOB):

— YCTaHOBHUTHh HAJIMYUE TAHIUTOTICHUH (DPUTPOIICHUS + JelKomeHus +
TpOMOOIIEHUS), YACTO XAPAKTEPHOU JJI1 OCTPBIX JIEHKO30B;

— YCTAaHOBUTh HAJIMYKE TAHIUTO3a (JEHKOLMTO3 + 3PUTPOIUTO3 + TpoMOO-
IIUTO3), XapaKTEPHOTO ISl UICTUHHOM MOJUIIUTEMUH — XPOHUYECKOTO JICHK03a 13
IpyNIbI 3JI0KAaY€CTBEHHBIX MUENOMpoudepaTuBHBIX HeoriazM (6one3ns Bakesa).

10. OueHUTH HAPYLIEHHUS B CHCTEME I PUTPOIUTOB!

— 10 AaHHBIM cozepxanus Op/n, Hb/a, remarokpura (HCT), mporueHTHOrO
COJIEp>KaHUsl PETUKYJIOLUTOB M APYIHMX SPUTPOLIMTAPHBIX TOKa3zaTejaed ycTaHo-
BUTH HAJTMYNEC AaHEMHUH M OXapaKTEPU30BATh €€ TI0 UMEIOIIINUMCS] KPUTEPHSIM;

— paHHsS, BBIPAKCHHAS, MPOTPECCUPYIONIAsi aHEMUs, KakK MpaBUJIO, HOP-
MOXpOMHas, HOpMOITUTApHAs!, apereHepaTopHasi, TSKEJIONW CTENeH!, METarIacTH-
YECKOro reHe3a — JIMarHOCTUYECKUM MpHU3HAK OCTphIX Jieiiko3oB (OMJI, OJLI),
BBISIBIIIEMBIN Ha TIEPBBIX KE dTAMaxX UX TUArHOCTUPOBAHUS;

WAC =

41



— HOPMOXpPOMHAasi, HOPMOLIMUTApHAsi aHEMUsl JErKOW WM CpelHeW CTereHu
TSKECTH, METAIIACTUYECKOTO I'eHe3a, MOCTENeHHO MPOorpeccupyroias B JMHaAMU-
Ke 3a0osieBaHus, HabmoaaeTcs mpu XMJI;

— ayTOMMMYHHasl TeMOJUTHYECKasi TUIIOXPOMHAsl aHEMUS TSDKEJIOM CTereHu
BBISIBJISICTCS HA TT034HUX 3Tanax B-XJIJI;

— YCTAaHOBUTh HAJIUYHUE a0COIIOTHOrO, SPUTPONOITUHHE3aBUCUMOTO SPUTPO-
[ATO3a C 3HAYUTEJILHBIM YBEJIMYEHUEM COJIEPKAHUS TeMOrJo0nHa (TUIIepXpoMe-
MUSI), YTO SBJISIETCS OJHUM M3 ONPEACISIONINX TUATHOCTUYECKUX KPUTEPUEB UC-
TUHHOW MOJUIIUTEMUHU.

11. JIaTh KOJIM4€CTBEHHYI0 OLIEHKY COJIePKAHUS TPOMOOIUTOB

— YCTaHOBUTHh HAJIMYKME TPOMOOIUTONEHUH M, COOTBETCTBEHHO, FeMOpparu-
YECKOTO CHUHAPOMA, MPOSBIAIONIMXCA HAa HAYaJIbHBIX JTamax JAUArHOCTUPOBAHUS
OCTPBIX JICHKO30B;

— YCTaHOBUTHh HAJMYME TPOMOOLMTEMUHU, BBHISBISIEMON TPH XPOHUYECKUX
3JI0KaYECTBEHHBIX MUeonpoudepatuBHbix Heorazmax (XMJI, uctuHHas mo-
aunuTeMus — 00s1e3Hb Bakesa, ScCeHInanbHas TPOMOOIIUTEMHS).

12. OneHUTH NMPOTHOCTHYECKHE KpHUTepuH Jieiiko3oB. HebGmaronpustHbie
MPOTHOCTUYECKUE KPUTEPUU:

— YBEIIMYEHUE CYMMApHOTO YHUCJa JICUKOLUWTOB KpPOBH JIO 3HAYCHUU
>100 - 10%m;

— BBICOKOE COJIepKaHue 0J1acTOB (YPOBEHb 01aCTOB MOXKET JocTUraTh 99 %),
TpeOyroliee HEMEIJICHHOTO CHUKEHHUSI MacChl OMYXOJIEBBIX 0JacTOB I[UTOCTATH-
YECKOW Tepanuen;

— HeOJIaronpusiTHbIE BapUAHTBI OCTPBIX JICMKO30B: T-KJIETOYHBIE BapUAHTHI
y nereii; common-B-OJIJI u B-OJIJI y B3pocibix; MOHOOJIACTHBIN, SpUTPOOIIaCT-
HBIM, METaKapruoOJIaCTHBIN JICMKO3bI Y JACTEH U B3POCIBIX;

— "HeOaronpusaTHele HuUTOreHernuyeckue anomammm: t (9; 22), t (4; 11),
t(8; 14) u t (1; 19) mpu OJUJI; monocomus 50-, 79-, 39-; 11923 (t (10; 11)), Ph'
npu OMJI y niereil 1 B3pOCIbIX;

— TUTIEPIKCIIpeccrs OETIKOB, MOABIISIONINX AMONTO3 U CTUMYIUPYIONIUX KJie-
TouHyt0 npoaudeparmio: 6eraxos Bcl-2 mpu XJIJT; BCR-ABL npu OJIJT u OMJI;

— renaTocIyieHoMeranus, JuMdaaeHonaTus, HelUpoaeHkeMus, TPOMOOIIUTO-
MEeHUsI U aHemusd Tshkenou crenenu npu XJIJI u ocTpbix neiiko3ax — yKa3bIBAKOT
Ha O0COOyI0 TSDKECTh COCTOSIHMSI MallM€HTa M TeHepaIu3aluio OIyXO0JIEBOTO
npoiiecca.

Ha ocHoBaHMM POBEICHHOTO aHaIM3a TeMOTpaMMBbl JaTh 3aKJIIOYCHUE:

1. JlaTh NOJHYIO XapaKTEPUCTUKY JIeHKo3a: BUJI JieliKko3a 1Mo cteneHu nudde-
PEHLIMPOBAHHOCTH JIEUKO3HBIX KJIETOK — OCHIPblU WIN XPOHUYECKUU; TUTT JIEUKO3a
M0 JIMHUHU KPOBETBOPEHUS — JIUMGPDOUOHBIN WA MUETOUOHBLU, COOTBETCTBYIOITUI
TUITYy JIEMKO3HBIX OJACTOB; MOATHI — BAPHUAHT YCTAHOBJICHHOTO THIA OCTPOTO
Jeiiko3a (eCu UMEIOTCS JOTIOTHUTENIbHBIE XapaKTEPUCTUKH JICHKO3HBIX OJIaCTOB);
[0 KOJIMYECTBY JICMKOLIUTOB — JICHKO3 JetKkemuueckutl, cyoaeiukemuieckutl, anel-
KeMuyecKuli WU JlellKOneHudeckull;, ykKaszaThb cTaguio Jeiko3za (muss XMJL,
B-XJUI/numdomsr).
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2. O060CHOBaTh JTUATHOCTHYECKYIO 3HAYMMOCTH BBISBJICHHBIX HAapyIICHUN
B CHCTEME KPOBH IPH JEHKO3€: B CUCTEME JICHKOIIMTOB — HaJIM4Ue/OTCYTCTBUE
JlelikeMUu4ecko20 npoeaia, Halluune/0TCYTCTBUE 0A30(uIbHO-303UHOPUILHOL ac-
coyuayuuy, HATAIUE/OTCYTCTBUE SPAHYIOYUMONEHUU, ACPAHYIOYUMO3d, NAHYUMO-
neHuu; HATUINE/OTCYTCTBUE UNEPPEceHEPAMOPHO20 JIeUKeMUUecKo20 cO8ued
JIeUKOYUMApHOU (hopMYbl 81e60; HATNUNE/OTCYTCTBUE aOCOMOMHO20 IUMPOYU-
mo3a W JIp.; B CUCTEME SPUTPOLIMTOB — aHEMUU PAa3IUYHON CTETIEHU TSKECTH Me-
TAIUIACTUYECKOTO WJIM ayTOMMMYHHOTO TeHe3a; B CHUCTEME TPOMOOLMTOB —
TPOMOOLIUTO3bI, TPOMOOLIUTOTICHUH, TPOMOOLIUTEMHUH.

3. YKa3arh NpOrHo3 ¢ YYeTOM UMEIOIIUXCSI B TEMOTpaMMe ITPOrHOCTUIECKIX
KPUTEPUEB OLICHKH JIEUKO3a.

4. JlaTh peKOMEHIAIIMN HEOOXOJUMBIX JICUCOHBIX MEPOIPHUATHHA, UCXOAS U3
MaTOTCHETHYECKON OIEHKA COCTOSHUSI TIOKazaTenel mnepudepudeckord KpOBH
¥ KOCTHOTO MO3ra.



AHAJIN3 '’EMOT'PAMM

Ipumep 1
Beruucienue u oueHka BoisiBi1eHHBIC
I'emorpamma N
OT/IeJIbHBIX MOKA3aTeJieil KPOBHU HApYIIEeHUs
RBC —2,1-10%/xn | } DpuUTponeHus 1. B cucreme 3puTpo-
Hb — 60 r/x | AHEMUS: TAKEION CTEICHH, HUTOB: aHEMHUsI HOPMO-
II1—0,8 HOPMOXPOMHas, XpOMHasl, apereHepa-
Ret—0% | apereHepaTopHas TOpHasl, MeTarIacTuye-
WBC — 120 - 10%n 1 | JleiixeMudeckuii neiiko3 CKasl, TSDKEIOM CTeleHHU.
Blast — 96 % —~ |Ocrtpblii jJeiiko3 2. B cucreme Jeiiko-
Neu: JeMKeMUYECKUM poBall (BBICOKUH IPO- LUTOB. OCTPBIN, MUEIIO-
myelo — 0 % LIEHT 0J1aCTOB, OTCYTCTBHE MHUEJIONIUTOB) | OJACTHBIN JIeHKeMUYe-
meta — 0 % cKkuil neiiko3. OTcyT-
band — 0 % CTBH€ NTPU3HAKOB
segmentated — 4 % T hEpEHITMPOBKU
Baso — 0 % } OtcyrcTBUe 6a30dunoB B TUM(DOITUTAPHOM
Eosin — 0 % AH303uHO DTN 1 MOHOITUTAPHOM
Lymph —0 % } pOCTKax.
Mono — 0 % OtcyrcTBUE TUM(OIUTOB U MOHOLIUTOB 3. B cucreme TpoM60O-
PLT —40 - 10%n | BoipakeHHast TpOMOOLIMTONIEHUS. METAIUIa- | IMTOB: BHIPAYKEHHAs
ESR — 70 Mmm/4 1 (3Ha- | CTHYECKOTO reHe3a TPOMOOIIUTONIEHUS
YUTEJIbHO YBEJINYEHA)

LluToxumMu4yeckass XapakrepucTuka 0JIacTOB: peakius OJIacCTOB Ha MHEJOINe-
POKCH/Ia3y TMOJIOKUTENbHAsS (+++); COOTBETCTBYET THITY JIEMKO3HBIX 0JIACTOB — MHUE-
ao6yacTam.

Mopdosiornyeckasi XapakTepucTUKA 0J1aCTOB: BO BCEX MOJISIX 3PEHUS KPYITHBIE
NPaBWIBHOM OKpPYIJIOH (opMbl OJACThl € €AMHUYHBIMH a3ypOQUIbHBIMU TpaHyJIaMU
U nanodykamu Ayspa B 6a30()UIbHON HUTOIIA3ME, OTYETIUBBIMHU SIIPBIIIKAMHU B HEXKHO-
CETYaTOM sI/Ipe; COOTBETCTBYET TUIY JIEHKO3HBIX 0JIacTOB — MHeN00JacTaM ¢ co3peBa-
HueMm (M2).

3akiouenne. J[aHHas remMorpaMMa xapakTepHa JUIsl OCTPOTO MHeN00JIacTHOTO
¢ co3peBanueM (M2) neiikeMu4ecKoro Jieiikosa. [ emamonozuieckue npu3HaKu J1etko3a:
BBICOKUI TIPOLIEHT 0JIACTOB, JICHKEMUUECKUN MPOBall — MPU3HAKKU BBICOKOU Mposnde-
PaTUBHOM aKTUBHOCTH OJACTOB M MOJHOM yTpaThl UMM U PEepeHIHPOBOYHOTO MOTEH-
1yana; aHeMus TSDKEJIOM CTENEeHH, apereHepaTopHasi, METalulacCTUYeCKasl; BBIPAKEHHas
TPOMOOIMTOIEHUS; AaHIO3MHODUIIHUS; OTCYTCTBHE JTUM(POLUTOB U MOHOLUTOB (IIPOTUBO-
OITYXOJIEBBIX 3PPEKTOPHBIX KIETOK) — MOCIEACTBUS METaIIa3ui KPOBETBOPHON TKaHU
JICHKO3HBIMH OJacTaMH.

IIporuo3 xpaiine HeOIArONPUATHBINA, T. K. BBICOKHH MPOIEHT OJacTOB, JIEHKEMU-
yeckasi (hopMa Jieiiko3a CBUJETENbCTBYIOT O CTUMYJISIIIUU OIYXOJEBOT0O pOCTa.

Pexomennanmu: HeoOxomuma 3(QexTuBHas Tepanus Ui yYMEHbIIEHUS 4YHCIIa
UPKYJIUPYIOMUX B KPOBH JICHKO3HBIX 0J1aCTOB.
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IIpumep 2

Beruucienue u oneHka BoisiBi1eHHBIC
I'emorpamma N
OT/IeJIbHBIX MOKA3aTeJieii KPOBHU HAPYIIEHHUS

RBC —1,8-10%/n| |AHemus Tskenoii cTeneHu 1. B cucTreme 3puTpoO-
Hb — 60 r/x HUTOB. aHEMUSI HOPMO-
mn—1 HOPMOXPOMHaSI, XpOMHas1, apereHepa-
Ret —0 % apereHepaTopHas TOpHAasi, METAIJIaCTHYe-
WBC — 7 - 10%n B npenenax HOpMbI CKasl, TSDKEIION CTETICHH.
Blast —75%  — | Octphlii Jieiiko3 2. B cucreme Jeiiko-
Neu 10 %: Ab6comotHas meiitponierns (0,7 - 10%1), | mmMTOB: OCTpEHIii aneii-

myelo — 0 % arpaHyJIOIHUTO3 KEeMUYECKUH JIEHKO3,

meta— 0 % a0COJIFOTHAS HEUTpOTIEe-

band — 2 % HHS, MHEJIOTOKCHYE-

segmentated — 8 % CKHI arpaHyJIoI1TO3,
Baso — 0 % B npenenax HopmBbI aH’03uHO UM, abco-
Eosin — 0 % Ando3uHOpUIUS JMOTHAs TUMQOIUTOTIE-
Lymph — 10 % A6comotnas mumdonenus (0,7 - 10%m) HUSL.
Mono — 5 % N (0,35 - 10%n) 3. B cucreme TpomMo6o-
PLT —20-10%n | BoipaxkeHHas TpoMOOIIUTOIIEHUS LIMTOB: YpE3BbIYAITHO
ESR — 65 mm/4 1 3HAUYUTENBHO YBEJIMYEHA BBbIpaX€HHAst TPOMOO-

IIUTOIICHUS

HuTtoxuMusi: BBICOKOE COJACp>KaHHE HECTeHM(PUUECKON 3CTepasbl, MOJABISIEMOM
dbTopuIOM HATpHs, HETaTUBHAS PEAKIMs HAa MHUEJIONEPOKCHUIA3Y; COOTBETCTBYET THUITY
JICKO3HBIX 0JIACTOB — MOHOOIACTaM.

Mopdosiornyeckass XapakTepucTHKA 0J1aCTOB: BO BCEX MOJISIX 3PEHUS KPYITHBIE
(> 25 MKM) NeHKO3HBbIE 0JaCThl — ATUIIMYHBIE MOHOOJIACTHI C PA3TUYHON MOHOITUTOUI-
HOU (popMOii szIep, OTUETIUBLIMH SIIPBINIKAMH, COOTBETCTBYET THITY JICMKO3HBIX Ola-
cTOB — MOHOoOnactam (M5).

Ummynopenornn: CD13*, CD14%, CD11b*, aHTHau30omuM+; COOTBETCTBYET THITY
JIEWKO3HBIX 0J1acTOB — MoHOOnacTaM (MS).

3akarouyenne. ['emorpaMma xapaktepHa Jisi OCTPOTO MOHOOJIACTHOTO ajeiKeMHu-
yeckoro Jeiko3a (MS5). lemamonocuueckue npusnaxu Jneuxo3a. BBHICOKUNA TMPOIEHT
JeKO3HBIX ONacToB (MAHIUTOINEHUS), aHEMHUs TSKEJION CTENeHHu, apereHepaTropHas,
METAIUIaCTUYECKast, YPE3BBIYAHO BBIpAXKEHHAS TPOMOOIMTONEHUS; aHAO3MHO(DUINS;
abcoroTHAsT HEUTPOMEHHUsl, MHUEIOTOKCUYECKUN arpaHysoluTo3, aOCONIOTHAS JIHM-
¢domneHust, 4TO CBSI3aHO C METAaIUIa3ueil JIEMKO3HBIMM MOHOOJACTaMU SPUTPOLIUTAPHOTO,
TPOMOOIMTAPHOTO, TPAHYIOLIUTAPHOTO, TUM(OIUTAPHOIO POCTKOB FEMOII0A3a.

IIporno3 kpaiiHe HEOIAronmpusATHBINA: BHICOKUNA MPOLEHT JIEHKO3HBIX OJIACTOB; TA-
’KeJasi KOCTHOMO3rOBasi HEJIOCTATOYHOCTh (MAHIIUTONICHUS, MACIIOTOKCUYCCKHUI arpaHy-
JIOIUTO3), YPE3BBIUAiHO BBIPAKECHHAS] TPOMOOILMUTONMEHUS C OMACHOCTHIO MPO(Y3HBIX
KPOBOTEYEHU M.

PexoMeHganuu: Hapsly € LUTOCTATUYECKOM IPOTHUBOOIYXOJIEBOM Tepanueu
HE0OXOJMMa 3aMECTUTEIbHAs Tepamus JJs MPEJOTBPAIICHHS TIKEIBIX MPOQy3HBIX
KpOBOTEUCHUH, UHPEKIIMOHHBIX OCJIOKHEHHH, THTIOKCUYECKUX TTOBPEKACHUHN KU3HEHHO
Ba)KHBIX OPraHOB.
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Ipumep 3

Beruucienue u oneHka BoisiBi1eHHBIC
I'emorpamma N
OT/IeJIbHBIX MOKA3aTeJieii KPOBHU HAPYIIEHHUS
RBC —1,8-10%/n| |AHemus Tskenoii cTeneHu 1. B cucteme 3puTpoO-
Hb — 50 r/xn HUTOB. aHEMUSI HOPMO-
T —0,8 HOPMOXPOMHas, XPOMHasl, apereHepa-
Ret —0 % apereHepaTopHas TOpHAasi, METAIJIaCTHYe-
Blast —65%  — | OcTtpblii Jieiiko3 CKasl, TSAYKEJION CTEIECHH.
WBC — 8,7 - 10%n B npenenax HopMbI 2. B cucreme Jeiiko-
Neu — 17 %: A6comotHas Heiitponienns (1,5 - 10%m) HHUTOB: OCTPHIH, alei-
myelo — 0 % KEMUYECKUN JIEUKO3;
meta— 0 % aOCOJIFOTHAS HEUTpOTIe-
band — 3 % HUS; aHI03UHOD WIS,
segmentated — 14 % a0COJIFOTHAA MOHOLIH-
Baso — 0 % N TOTICHHSL.
Eosin — 0 % Ando3uHOpUIUS 3. B cucreme TpoM60O-
Lymph — 17 % N (1,5 - 10%m) HMUTOB: BEIPAKCHHAS
Mono — 1% AOCOIIOTHAsT MOHOLIUTOIIEHUS TPOMOOLIUTONICHUS
(0,087 - 10%x)
PLT —20 - 10%x | BripaxkenHast TpoMOOIIUTOTICHUS
ESR — 69 mm/y 1 3HAYNTEIHHO YBEIHYCHA

HuToxumus: nonoxurenbHas PAS-peakius B BUAe TpaHyl XapakTepHa st Tumdooiia-
CTOB.

MopdoJioruyeckas XxapakTepucTHKa 0JIACTOB: MEJKHE JIEHKO3HbIE KIETKH C BBICOKUM
AJIePHO-LIUTOIUIA3MAaTUUYECKUM COOTHOLIEHHEM (CKYIHOW IMTOIUIA3MOM), IUIOTHBIM XpOMAaTH-
HOM U €1a00 BU3yaJIM3UPOBAHHBIM SAPBIIIKOM — JUM@o6nactel L1 Mopdonoruyeckoro tumna.

HUmmynodenorun 6nactasix kierok: HLA-DR', CD34, CD19*, CD22*, CD10*, CD13",
CD33", Tdt" — npe-B-kierka ¢ koskcnpeceueit CD13*, CD33; cooTBETCTBYET THITY JIEHKO3HBIX
6mactoB — npe-B-nmumdobnactam ¢ koskcnpeccueit CD-anTureHoB HeHTpOhMIBHON TUHUY.

IuTorenernyeckasi xapakrepucrtuka: t (1,19), B 6nactax BwisABIseTCS Quiagenbuii-
ckast xpomocoma (Ph' (9; 22) (g34; ql1)); cOOTBETCTBYET THITY JIEHKO3HBIX 01aCTOB — mpe-B-
aumdoObaacTaM ¢ HamnuueM puiaaenb@uiickoil XpoMOCOMBI.

Mopdornoruueckas, TUTOXUMUYECKAs, [IUTOT€HETHYECKAs, UMMYHOJIOTUYEeCKasl XapaKTe-
PUCTHUKH OJaCTHBIX KJIETOK COOTBETCTBYIOT L1 Mopdonornueckomy tumy jeiKo3HbIX JTuMpoOia-
CTOB C HanuuueM (uianenbGuickoit XxpoMocoMsl, ¢ UMMyHO(deHoTHoM mpe-B-numpoobaacra ¢
KodKcmpeccueit Muenonaabix CD-aHTUTEeHOB.

3axmouenue. [laHHas remorpamMma XapakTtepHa Juist octporo npe-B-OJIJI/mumdomsrl.
['emaroniornyeckue nNpu3HaKM JeKo3a: BHICOKUI MPOLEHT npe-B-nmumpobaacTos; meTamiactu-
YyecKasi aHeMUs TSKEJION CTeNEeH!U; BhIpakKeHHasi TPOMOOIIUTONCHHST; a0COMIOTHAsT HEUTPOTICHHS;
aH’03MHOGUITHNS; A0COTIOTHASI MOHOITUTOIICHUSI — BCE 9TO O0YCIOBJIECHO BBICOKOW Tposudepa-
TUBHOW aKTUBHOCTBIO JIEHKO3HBIX JIMM(POOIACTOB C MeTaIula3uell KpOBETBOPHON TKAHH KOCTHO-
ro Mo3ra.

IIporno3 kpaifHe HeOIAroNmpHATHBIM, T. K. Hamuuue QuiaanenbGuickoil XpoMOCOMBI,
a tawke t (1; 19) — kpaitHe HeOIArompUATHBIE MPHU3HAKH, YKa3bIBAIOIIME HAa YCTOMYHMBOCTH
nanHoro Bapuanta OJIJI k XuMHOTepamuu; 4pe3BbIYAHO BBIpAXKEHHAs TPOMOOLUTOIIEHUS
oIfacHa BO3MOKHBIMHU TIPO(Y3HBIMU KPOBOTCUCHUSIMHU.

PexoMeHIanuM: TTPOTUBOOIYXOJIEBYIO IUTOCTATUYECKYIO TEpaNUi0 HEOOXOAUMO coue-
TaTh C 3aMECTHTEIBHON Tepamuel IUIsl MPeIOTBPAIICHUsT ONACHBIX KPOBOTEUYECHUH W TSIKEIBIX
OCJIOKHEHUN aHEMUU.
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Ipumep 4

Beruucienue u oneHka BreisiB1eHHBIC
I'emorpamma N
OT/IeJIbHBIX NOKA3aTeJieil KpOBH HApYLIEHUS
RBC —7,5- 10%/n 1 AOGCOTIOTHBIN MEPBUYHBIN 3PUTPOLIUTO3 1. B cucreme
11— 0,7 ['unoxpomust 3PUTPOLUTOB:
Hb — 180 r/x 1 IM'unepxpomemust PUTPOLIUTO3 a0CO-
Ret —2 % Perukynonuros JIFOTHBIM NIEpBUY-
HCT — 0,8 /1 (80 %) 11 |3Ha4MTENBHO YBEIUYEH HBIi; THIIOXPOMHSI;
WBC — 151 JlelikouuTo3 PETUKYJIOIHUTO3;
Neu — 75 % 1 HCT — npwusnak
myelo — 0 % Ab6comtotHas neiirpopunus (11,25 - 10%1) | crymienus kpou.
meta—5 % C pereHepaTUBHBIM CIBUIOM BJIEBO, 2. B cucreme
band — 10 % HAC =0,25 JIEHKOLMTOB
segmentated — 60 % JIEUKOIIUTO3; abco-
Baso — 0 % N JFOTHAS 03HHO(H-
Eosin —7 % A6comotHas s03unobumms (1,05 - 10%m1) TSt aOCOJTFOTHAS
Lymph — 15 % N (2,25 - 10%1) oTHOCHTETbHAS TUM(OIEHNS | HEHTPO(IITHS
Mono — 3 % N (0,45 - 10%n) C pereHepaTUBHBIM

PLT — 650 - 10%x 1

ESR — 1 mm/u

TpombonuTo3

[TanumTo3 (3pUTPOLUTO3 + JIEHKOLUTO3 +
TPOMOOIIUTO3)

HwxHss rpaHuiia HOpMbI

SIAEPHBIM CIIBUTOM
BJIEBO.

3. B cucreme
TPOMOOIIMTOB:
TPOMOOIIMTO3

B anamue3se: sputpomenanrus (001 B AUCTANbHBIX (pananrax manbieB), Al —
190/85 (apTepuanbHas rUIEPTEH3US).
3akiouenne. I'eMorpamma XapakTepHa [Uisi UICTUHHOM MOauuuTeMuu, 2A crta-
JTUU — MUEJIoNpoardepaTuBHON HEOIIa3Mbl (CHHOHUMBI: SpuTpemusi, 6one3Hs Bakesa).
I'emamonozuyeckue npusnaxu netko3a. NTAaHUUTO3 (a0COMIOTHBIM MEPBUYHBIN APUTPOLIH-
TO3, aOCONIOTHAs HEUTPOPUIIMA C PEreHEPATUBHBIM CIBUTOM BJIEBO, TPOMOOIUTO3);
NAaHMUEN03 — OINyXO0JIEBasl TUIEPIUIA3Us TPEX POCTKOB MHUEIOUAHOTO KPOBETBOPEHMSI
(3pUTPOLUTAPHOTO, TPAHYIOLUUTAPHOI0, TPOMOOIIUTAPHOI0); MPU3HAKHU CTYIIEHHUS KpO-
BU (] reMaTOKpUTA, MOJTUIIUTCMUYECKasi TUTICPBOJICMHUS, HIDKHSISI TpaHuiia HopMmbl ESR).
IIporno3 omnpenensiercsa craaueid mporecca. 2A craaus UCTUHHOW MOJUITATEMHUH
OTHOCHUTENIbHO OJIaronpusTHasA, OJTHAKO TpeOyroliasi CPOUHOM Teparuu.
PexoMenmanum: HeOOXOAMMBI TTPOPHIIAKTHKA TPOMOO30B, TPOMOOIMOOIHIT U KOp-
pEKLUA apTepUaIbHON I'MIEPTEH3UU.
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Ipumep S

Beruucienue u oneHka BoisiBi1eHHBIC
I'emorpamma N
OT/IeJIbHBIX MOKA3aTeJieii KPOBHU HAPYIIEHHUS
RBC —3,4-10%/n| |Auemus nerxoii crenenu (mo RBC), 1. B cucteme 3puTpoO-
Hb —951/n | cpenneii crenenu Tspkectu (o Hb), HHMTOB: HOPMOXPOMHAs
IIT— 0,83 HOPMOXPOMHAs aHEeMUS JIETKON-CpeI-
WBC —38-10%11  |JleiikoruTo3 Heli CTeNeHH TAKECTH,
Pro—3% MeTariacTu4ecKasl.
Neu —78 % 1 Ab6comotHas meiitpodumus (29,6 - 10%m1) | 2. B cucreme Jeiiko-
myelo — 7 % C JICHKEMHUYECKHUM (710 IIPOMHUEIIOIMTOB) HHUTOB: CyOaeiHKkeMuye-
meta — 14 % THIIEPPEreHEPAaTOPHBIM SIIEPHBIM CABUTOM |CKUH JICHKO3; a0COIIOT-
band — 12 % BJICBO Hast HEUTPOQHITUS
segmentated — 45 %/ |USC ~ 0,7, yka3bIBaeT Ha CIBHT BJICBO C TUIeppereHepaTUB-
Baso —4 % 1 A6comotHas 6azodumus (1,52 - 10%m1) HBIM SIZICPHBIM CIBUTOM
Eosin—3% 1 A6comotHas so3uHobumms (1,14 - 10%m) |BueBo, abcomoTHas
Lymph — 10 % A6comoTHbIi muMdonuTos (3,8 - 10%m) 6azoduns, abcomoT-
Mono —2 % 1 A6comtoTHbIi MoromuTo3 (0,76 - 10%1) Hast S03MHOPMINS —
PLT — 480 - 10%x 1 TpomOo1uTO3 0a30(UILHO-2031HO-
ESR — 35 mm/u Beitie HopMbI (bunpHas accoruanys;
a0COJIIOTHBIN JTUM(DOITH-
TO3; a0COJIFOTHEII
MOHOIIMTO3.
3. B cucreme Tpomo0-
HHUTOB: TPOMOOITUTO3

[luToreHeTHYeCcKasi XapaKTePUCTUKA JIEHKO3HBIX KJIeToK: 95 % Bcex KIeTok
KpoBU cozepkat guiaaenbduiickyro xpomocomy (Ph' t (9; 22) (934; q11)) BCR-ABL1 —
MapKep XpOHUUYECKOTO MUEIOUIHOTO JIEHKO3a.

3akiouenne. JlanHas remorpaMMa XapakTepHa sl XpOHUUECKOT0, MUEIIOUIHOTO
BCR-ABL1-1mon0XUTEeNbHOTO, CYOJIEHKEeMHUYECKOTO JIeHKO03a, CTaausl XPOHUYECKas.
T'emamonocuueckue npusnaxu Jieliko3a: BBIPAXXEHHBINA JIEHKOIUTO3 C OTCYTCTBHEM OJia-
CTOB (HaJIMuMe MPOMUEIONUTOB), 6a30(PHIbHO-303MHO(UIBbHAS accolanus, abCcomoT-
Hass HEUTPOPUIUS C JICHKEeMHYECKUM THIIEPPETeHEPATUBHBIM SICPHBIM CIABHUTOM BIICBO,
a0COJIFOTHBIM MOHOIIMUTO3, TPOMOOIIMTO3, aHEMUS CpeHEN CTEICHH TsHKECTH, MeTaruia-
CTHUYECKasl; OTCYTCTBUE OJACTOB, HEBBIPAXKEHHBIN JIEUKOIIMTO3 YKa3bIBAET HA XPOHUYE-
ckyro craano XMJL

IIporuo3 orHocutenbHO OnaronpusaTHbii. Jledenne XMJI B xpoHudeckoil craauu
WHTUOUTOpaMH TUPO3UHKKHA3BI B 70 % cllydasix JaeT MOJHYH KIWHHUKO-T€MaTOJIOTH-
YECKYI0 PEMUCCHIO.

Pexomenganum: HEoOXOAMMO NPOBEJACHUE CBOEBPEMEHHOM NATOT€HETHYECKOM
MIPOTUBOOITYXO0JIEBOM Teparnuu, T. K. JieueHue XMJI B craauu akcenepauuu HE Bceraa
s pexTUBHO.
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IIpumep 6

IemMorpamma Bbiuucienune u oueruma BrisiBjIeHHDbIE
OT/IeJIbHBIX MOKA3aTeJieii KPOBHU HApYIIEeHUs

RBC —2,1-10"%n{ |Amnemus tsxenoii crenenu (o Hb), 1. B cucreme 3puTpo-

Hb — 61,1 t/n IUTOB. aHEMHUS

1 —0,9 HOPMOXPOMHAs TSDKEJION CTEIICHH, HOP-

Blast — 10 % — | XpOHUYECKUH JIENKO3 MOXpOMHast, HopMoOa-

Pro— 12 % CTHUYECKas, MeTalria-

WBC — 176,5 - 10%n T |Jlelikemuueckuii neiiko3 CTHUYECKas.

Neu — 51 % Ab6comoTHas Heiirpodunus (90,02 - 10%1) | 2. B cucteme Jieiiko-
myelo — 16 % C TUIIEPPETCHEPATUBHBIM JIEHKEMUYECKUM | IATOB: XPOHUYECKUI
meta — 7 % SIIEPHBIM CIIBUTOM BJIEBO (/10 0JIaCTOB) — | JIGHKEMHUYECKUI MHE-
band — 9 % reMaToJIOTHYECKH MPU3HAK XPOHUYECKO- | JIOWIHBIH JISHKO3, a0Cco-
segmentated — 19 % | IO MHEJIOUIHOTO JIEHKO32 JIOTHAs HeUTpodums,

Baso — 20 % A6comotHas 6azodumus (35,6 - 10%/m) abcoroTHas 6azopu-

Eosin — 3 % A6comoTtHas s03uHobumms (5,29 - 10%1) |mus, abcomroTHAs 03H-

Lymph — 3 % OTtHocuTenbHas JIUMQPOIIUTOIICHUS HO WIS — 0a30(PHITb-

(5,29 - 10%m) HO-203WHO(MIbHAS

Mono — 1 % OTHOCHUTEIbHAS MOHOLIUTOIICHUS accorraIusi.

(1,76 - 10%m) 3. B cucreme TpomMo6o-

PLT —93,6-10%1{ |Tpombouuronenus LHHUTOB: TPOMOOLUTOIIE-

ESR — 50 mm/u 3HAYUTENBHO YBEIHUeHA HUS

[uToreHeTuyeckasi XapaKTepUCTHKA JEHKO3HBIX KJeTok: 955 % kieTok kpo-
BU conepxar Ph'-xpomocomy t (9; 22), (q34; ql1l) — nmroreHernueckuii Mmapkep XMJI
BCR-ABL1-mon0oxuTensHoro.

3akarouyenne. Hanmuume nurtoreHermueckoro mapkepa Ph'-xpomocombr ¢ BCR-
ABL1 cauTHbIM reHOM yKa3bIBaeT Ha TO, YTO T€MOTrpaMma XapaKTepHa sl XpPOHHUYE-
ckoro muenongHoro BCR-ABL1-momoXuTeabHOro JEHKEMUUECKOTO JEHKO3a B CTaIUU
akcenepanuu. [ emamonocuieckue npusHaxu netikosa: 6a30(uiabHO-303UHOGUIBHAS ac-
coruanys, adbCoMoTHAs HEUTPOPMIHS C JTECHKEeMHUYECKUM TUTIEPPETCHEPATUBHBIM SITIEP-
HBIM CIIBUTOM BIIeBO, Hain4re Ph'-XpoMocoMbI B KiIeTKax KpOBH, aHEMHSI TSHKEION CTe-
NIEHU, METaIJIaCTUIeCKasi, TPOMOOIIMTOIICHHSI, 3HAUUTEIHHO yBennueHHas ESR.

IIporuo3. Kpaitne HeOGnaronpusaTHble IporHoctudyeckue nmpuznaku XMJL: cranus
aKcelepanuu; JeikeMudeckas hopma Jieiiko3a, BhIpakeHHbIH mporeHT OactoB (10 %),
Ype3BhIYAHO BhIpaXKeHHAs! 0a30(uitnsi, BEIpayKeHHas: aHEMUsI, TPOMOOIIUTOIIEHUSI — BCE
ATO pe3yibTaT BHICOKOU MpoJinepaTUBHON aKTUBHOCTH JIEHKEMHUYECKOTO KJIIOHA C Me-
Taruiazuei SpuTPOLUTAPHOr0, TPOMOOIIMTAPHOTO POCTKOB HOPMAIBHOTO FEMOII033a.

Pexomennanuu. HeoOxonuma muTocTaTMueckass MPOTHUBOOIYXOJIEBasl Teparus
JUTSl YMEHBIIICHUSI YUCIICHHOCTH JIEHKO3HOTO KJIOHA Ha (JOHE 3aMECTHUTEIILHON Tepamuu
APUTPOIUTAPHON M METraKapuOIUTAPHOU JIMHUK C IENbI0 MPO(UIAKTUKA OCTPHIX Te-
MOpparuii ¥ TUMOKCHYECKUX MOPaXKECHUH )KU3HEHHO Ba)KHBIX OPTaHOB.
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Ipumep 7

BoruuciieHue u oneHka BroisiBiIeHHBIE
I'emorpamma N
OT/IeJIbHBIX MOKA3aTeJeil KPOBU HApYIIEeHUs
RBC —1,8-10%/n{ |Anemus kpaiiHe TSKENON CTENeEHH, 1. B cucreme 3puTpO-
Hb — 45 r/xn HUTOB. aHEMUsI KpaifHe
11— 0,7 TUIIOXPOMHAsA TSDKEJION CTEIICHH,
Lymphoblast — 0,5 % | Xponudeckuii numdosneiikos THIIOXPOMHasI, HOPMO-
Prolymphocyte — 0,5 % OacTryeckas, ayTOuM-
WBC — 430 - 10%/1 T |JleiikeMuueckuii neiiko3 MYHHAas1 TEMOJIUTHYE-
Neu — 3 % OTHOCHUTENBHAS HEUTPOIICHUS ckas (00ycioBicHa
(12,9 - 10%n), ayTOMMMYHHBIM I€MO-
myelo — 0 % abcomoTHas HeUTpoduus JIM30M SPUTPOIIUTOB).
meta— 0 % 2. B cucreme Jeiiko-
band — 1 % IUTOB. JEHKEMUUYECKUI
segmentated — 2 % JIENKO03; a0COIIOTHBIN
Baso — 0,5 % N muMQouTo3.
Eosin — 0,5 % AbcomtotHas 303uHOpMIHS (2,1 - 109/J1) 3. B cucreme Tpomo0-
Lymph — 94,5 % A6comoTHbIi muMdormTos (406,35-10%1) | IUTOB: BRIpaKEHHAS
Mono — 0,5 % OTHOCHUTENbHAS MOHOLIUTOIIEHUS TpOM60HI/ITOHCHI/I$I
(2,1 - 10%m) (ayTOUMMYHHOTO
PLT — 40 - 10%1 4 BoipaxkeHHas TpoMOOIIUTOIIEHUS reHesa)
ESR — 72 MMm/4 3HAYUTENIbHO yBEIHYeHA
B ma3ke — Ttenu Bor- | [€HH boTkuHa—I 'ymnpexra — siiepHbIi
krHa—T ymnpexrta XpOMaTHH pa3pylICHHBIX JIEHKO3HBIX
JTUMQPOUTHBIX JIEMEHTOB TP MPUTOTOB-
JICHUU Ma3Ka

Kiaunnyeckasi cMuMITOMaTHKA TUM(DATCHONIATHS, TeaTOCTIEHOMET aITHSI.

HNmmyHnopenoTun omyxosieBbix aumponuron: CD19, CD20, CD5, CD23 — xa-
pakrepsbl 1 B-kinerok npu B-XJUJI/mumbome.

Hutoreneruyeckasi xapakrepuctuka: neneuust 17pl3 yka3piBaeT Ha 0CO0YIO
TsKeCTh cocTosiHus npu XJIJI/mumdome.

Mopdonornueckasi XapakKTepucTUKA JIEHKO3HbIX KJIETOK: Majble TUMQPOIUTHI
C BBICOKMM SIICPHO-IIUTOIIA3MATHUYECKAM COOTHOIIIEHUEM, TIBIOYATON CTPYKTYpOi
XpOMaTHHA, OTCYTCTBUEM HYKJI€OJieH, Y3KUM 000AKOM cinabo 06a30(puiIbHONW LMUTOILIA3-
MBI; OOJIBIIIOE KOJTUYECTBO «TOJBIX» siiep (IUTa3MOPEKCHC) XapaKTEPHO TSl OMyXOJIEBBIX
mumborutoB npu XJUJI/mumdome uz manbix mumdonuToB. B okpameHHbIX Ma3kax Kpo-
BU — TeHH boTkuHa—I ymnpexrta—KneitHa (CBHIETENBCTBYIOT O Ne(EKTHOCTH KIIETOY-
HBIX MEMOPaH OITyXOJIEBBIX JTUM(OIUTOB), HATMUNE KOTOPBIX XapakTepHo st XJIJI.

IIpo6a Kym6ca Ha HamuMe ayTOAaHTUTEN B KPOBH IOJOXKUTENIbHASL.

3akmouenne. ['emorpamMMa xapakTepHa Uil XpOHHUYECKOTO B-KieTodHOTO JIMM-
(GoIUTaApPHOTO JTEUKEMHUYECKOTO JIEHK03a/TUM(POMBI U3 MalbIX JUM(OIMTOB, pa3BepHY-
tas cranus, 4-s craaus no K. Rai. Ha 3To ykaspiBaroT jumdaneHomaTus, rernaTocrie-
HOMETaJINs, YPE3BBIYAITHO BRIPAXKEHHOE CHUKEHHUE COJIEpKaHus reMorioouna (45 r/m —
aHEeMHUsI KpaliHe TSDKEIION CTETeHU, ayTOMMYHHAs! TeMOIMTUYECKas), BRIpaKEHHAs! TPOM-
oormronenus (70 - 10%1 ayrouMyHHOTrO TeHE3a); YPE3MEPHO BHIPAKEHHBIN a0COTIOTHBIN
muMGonHTOo3 (YCUIICHHAs PEIUTHKAIUS KIETOK JTUM(OUIHOTO JICHKO3HOTO KIIOHA) MPH
JCHKEMHUYECKOM JICHKO3€e ¢ eAMHMYHBIMU JUM(poOIacTaMu U MpoIuMQpOIUTaMU, MOP-
donorndeckas ¥ UMMYHO(QEHOTHITHUYECKASI XaPAKTEPUCTHKHU OIMyXOJIEBIX JIUM(OIMTOB.
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IIporno3. Kpaiine HeOmaronpusTHbIE TporHocTudeckue npusHaku XJIJI/mumdo-
Mbl: 4-s1 cranus o K. Rai, BeipaykeHHast ayTOMMMYHHasi TEMOJIMTHYECKAsi aHEMUsI, ayTo-
UMMYHHas TpoMOonuTonenus; aenenus 17pl3; neiikemuueckas popma Jieiko3a.

Pexomennanmu. Heob6xoaumel a¢dexTuBHas Tepanus A YMEHBIICHUS 4YHCIa
UPKYJIUPYIOIHUX B KPOBH JIEUKO3HBIX KJIETOK, IPO(UIAKTUKA/IedeHne OaKTepruaibHbIX
Y BUPYCHBIX MH(EKIIHI, 3aMECTUTENIbHAS TEPANHMSI B CBSI3U C TSHKENION (OpMOI aHEMHH.
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