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MOTHUBAIIMOHHASA XAPAKTEPUCTUKA TEMbI

[lenecooOpa3HOCTh Y4EOHO-METOAMYECKOTO TOCOOUsT 00YCIIOBIIEHa HWHTEH-
CUBHBIM Pa3BUTHEM T'€MAaTOJOTUU U MaTO(U3UOJIOTUHA TeMO0JIACTO30B U HOBBIMU
MPEICTABICHUSIMU O MPUYMHAX, MEXaHU3MAaX Pa3BUTUA U Kilaccudukauu 3a00-
JIeBaHUI CUCTEMBI KPOBHU OITyXOJICBOM MPUPOJIBI, HE OTPAKEHHBIX B Y4eOHOH Ju-
teparype. OOpa3iibl reMorpaMM U pa3paO0TaHHbBIN AITOPUTM aHAIW3a TeMOrpamMMm
MAlMEHTOB C JICMKO3aMU MCHOJIb3YEeTCsl Ha 3aHATUSIX: «AHEMUU. DPUTPOLUTO3BD,
«Jletikomon3 u ero HapymieHus. TumoBsie GOPMBI TTATOJIOTHH M PEAKTUBHBIX W3-
MEHEHHH B CHCTEME JICUKOIUTOBY», «I'emo0OiacTo3nl. Jleiko3nl. JlelikeMongHbIE
peakuun», «AHanu3 remorpamMm. Mrorosoe 3anstue no teme «llaromornueckas
dbusmnonorus cucreMsl KpoBu». [IpeacTaBieHHble JaHHbIE HEOOXOAUMBI It op-
MHUPOBaHUSl KIMHUYECKOTO MBIILIEHUSI Y CTYACHTOB U PAllMOHAIBHOIO JEUCTBUS
Bpaya, 4TO BaXKHO JISI CBOEBPEMEHHOM JUArHOCTUKH M TATOT€HETUYECKU 000CHO-
BAHHOTO JICYCHHUSI 3JI0KQaUECTBEHHBIX 3a00JIeBaHUIN CUCTEMbI KPOBH.

Leab 3aHATHSA: OCBOCHHE MaTepHalia TI0 COBPEMEHHBIM MPEJCTABICHUSIM 00
ATHOJIOTUU U TIATOTeHe3e, KIacCu(UKaIimy U XapakTepUCTUKE JIEHKO30B U JPYTHX
TUTIOBBIX ()OpM TeMO0JIaCTO30B, OBJIAICHUE HABBIKAMU aHAJIM3a FeMOTrpamMM Maru-
€HTOB C JIEUKO3aMHU.

3agaum 3ausaTus. CTyIEHT JOKEH:

1) 3HaTh:

— ONPE/ICIICHUE TOHSATUN «TeMOOJIACTO3BDY, WICHKO3BDY, «JIMMGOMBD) (JIUM-
(dobnacTHble, TMM(OUUTAPHBIE), KMUEIIOUIHBIE CAPKOMBI» U JP.;

— ATUOJIOTUIO, TIATOT€HE3, KIMHUYECKYI0O U TeMaTOJIOTMYECKYI0 XapaKTepH-
CTUKY OCHOBHBIX TPYII OCTPHIX U XPOHUYECKUX MHUEIOUIHBIX, JTUM(OUTHBIX
JICKO30B U TUCTUOLUTAPHBIX/ IEHIPUTHOKIETOYHBIX HEOTLIIA3M;

2) yMETh OIICHUBATh THUIIOBbIC HAPYIICHHS CHCTEMBbI KPOBH IPH JIEHKO3aX
B CBETE€ COBPEMEHHBIX MPEJCTaBICHUN 00 WX MPHUPOJE MO JAHHBIM TeMOTPaMM
MAIMEHTOB C PA3IMYHBIMU (hOpPMaMH JIEUKO30B;

3) ObITh O3HAKOMJIEH ¢ MOP(]OIOTHYECKON, UMMYHO(DEHOTHITHIECKON U IIH-
TOTEHETUYECKOW XapaKTePUCTUKAMHU aTUIIUYHBIX JICMKO3HBIX OJIACTOB, CO3pEBa-
IOIIUX U 3PEJIbIX JIGUKO3HBIX KIIETOK.

KoHTpoJsibHbIE BONPOCHI U3 CMEKHBIX TUCIUIJINH:

1. CoBpemenHas cxeMa kpoBeTBopeHus. [IpesicraBienre o CTBOJIOBBIX U KOM-
MUTHPOBAHHBIX KJIETKaX-TIPEAIIIECTBEHHUKAX TeMOI033a.

2. OTaenbl KOCTHOMO3TOBOTO KPOBETBOPEHHS.

3. CTpyKTypHO-(DYHKIIMOHAJIEHBIE OCOOEHHOCTH KIJIETOK KpPOBHM HOpMOOJa-
CTHYECKOT0, METajo0JIaCTHYECKOI0, MHEI001aCTHISCKOI0, MOHOOJIACTHYECKOTO,
Merakapuo0JacTUIECKOTO, TUMGPOOTACTUIECKOTO TUTIOB KPOBETBOPEHHSI.

4. TlpencraBnenue 06 sddexropupix B-, T-, NK-kimeTkax uMMmyHuTeTa, MX
nudepeHnupoBke.

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

KoHTpoJsibHBIE BONIPOCHI 110 TeMe 3aHATHUS



1. Onpenenenre MOHATUSL «TeMO01acTO3bl». TUNOBbIE (OPMBI U OCHOBHBIE
HO30JIOTHYECKHUE TPYMIbl FeMOOJIaCTO30B.

2. JlumboMbl. omnpeneneHue MOHATHS, BUIBI JUuMpoOM Mo crteneHu audde-
PEHIIMPOBAaHHOCTH U arpeCCUBHOCTH KIIMHUYECKOTO TEUEHUSI.

3. «Hodgkin siumdomen», «Non-Hodgkin mumdomery. OnpeieseHue MOHATHI.

4. MuenouaHble, MacTOITUTAPHBIC, THCTHOIUTAPHBIC, IEHIAPUTHOKICTOYHBIE
CapKOMBI KaK TUTIOBBIE (HhOopMBI TeMoOmacTo30B. Onpenenenue nmoustuii. OCHOB-
HbIC KIIMHUYECKUE TIPOSBIICHHUS.

5. Jleiiko3pl — THUMOBBIE (HOPMBI T€MOOJIACTO30B. OMPEACIICHUE MOHSITHS,
ITHOJIOTHSI, MaTOTe€HE3, KJIaCCHU(PUKAIHSI.

6. OcTpble MUETOUTHBIC JIEHKO3BI: ONpPEICICHNE MOHATHUS, BUIbl U BapHaH-
Thl, KJIMHUYECKasi, UMMYHO(EHOTUITUYECKAs XapaKTEPUCTUKU, OCOOCHHOCTHU Tie-
pudepudeckoit KpoBH.

7. MuenonponudepaTUBHbIE HEOTUIa3Mbl: BUbI, 3THOJOTHUS, MATOTEHE3, Xa-
PaKTEpUCTUKA KIMHUYECKOTO TEUEHHUS, KApTUHBI KPOBU M KOCTHOTO MO3Ta.

8. MuenoauciiacTH4ecKue CUHIPOMBI: BUJIbI, 00IIIast XapaKTePUCTHKA.

9. MuenoaucmiacTudecKue/MuesnonpoaudepaTuBHbIE  HEOIUIa3Mbl:  BUJIBI,
oO1asi XapaKTepUCTHKA.

10. Octprie muMdoOOTACTHBIC JIEMKO3bI. OINPEACICHUE TOHATHS, KIMHUYC-
CKasi, IMMYHO(GEHOTUTTNYECKAs! ¥ TeMaTOJOTHIeCKas XapaKTEPUCTUKH.

11. Xponuveckuid B-kinerounsiii TUMQpOIMTApHBIN JIeWKo3/muMpoma U3 Ma-
JBIX TUMQOIMTOB: ONPEAETICHUE MOHITHS, CTaIUN KIMHUYECKOTO TEUCHHSI, TeMa-
TOJIOTUYECKAsl XapaKTePUCTHKA.

12. Heornasmel u3 3penbix T-, NK-kmetok. T-kierounsril neikos/mumdoma
B3pocibix. ArpeccuBHbiii NK-kaeTounslil neiikosz/mimdoma. Onpesenenue moHs-
tusa. Dtuonorud. [latorenes. XapakTepucTuka KIMHAYECKOTO TEUEHUS, KaPTUHbI
KPOBH U KOCTHOTO MO3ra.

13. IlpuHIIUTIBI JIEUEHUS JIEHKO30B.

I'EMOBJACTO3bI. ONPEAEJEHUE ITOHATHS. TUIIOBBIE ®OPMBbI.
OCHOBHBIE HO3O0JIOI'MYECKHUE I'PYIIIbI

I'eMo0/1acTO3BI — COOMpATENbHOE HA3BAHKWE HEOIIACTUYECKUX 3a00JIEBAHUIN
CUCTEMBI KPOBH, MPEACTABISAIONIMX COO0 37I0Ka4eCTBEHHbIE HOBOOOPA30BaHUS U3
KJIETOK KPOBETBOPHOM U JTMM(PATUUECKON TKaHEH ¢ BOBJIEUEHUEM B MPOIECC psaa
OpraHoB U cucteM opranusMma. ['emoOnacTo3sl BkiIouaroT 6osee 150 rereporen-
HBIX HO30JOTHYECKUX (OPM MHEIOUAHBIX, JUMQPOUIHBIX, TUCTUOIUTAPHBIX
U JCHIPUTHOKJIETOYHBIX HEOIUIa3M, HOBOOOpa30BaHHUI CMEIIaHHOTO (eHOTUIa
U CTBOJIOBOKJIETOUHBIX HEOIJIa3M HEONPEIETICHHON JIHMHUM AU(PepeHInpoOBKU
(puc. 1, cM. BriieliKy). TUNOBBIMU (pOpMamMH reMOOIACTO30B SBJISIOTCS] HEOILIA3-
MBI, BOBHHKAIOIIME B KOCTHOM MO3r€ (JIEWKO3bl), U BHE KOCTHOIO MO3ra (3KcTpa-
MeIlyJUIIPHBIC TeMO0IacTo3bl, paHee MMEHOBaBIIHECs reMaTocapkomamu). K re-
MaTOCapKOMaM OTHOCWJIH JTUM(DOCAPKOMBI, MUETOOJACTHBIC, APUTPOOIACTHEIC,
MerakapuoOJiacTHbIE M TJ1a3M00JIacTHBIE cCapKOMBbl. B nocnennei kinaccupukaiuu
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BO3 onyxonei remonostnueckoit u mumdounHoi tkanen (2008 r.) Bce remobia-
CTO3bI JIUM(POUIHON MPUPOJBI 0003HAYEHBI TEPMUHOM <«JIMMPoMa». DKcTpame-
TyJUISIPHBIE TEeMOOJIACTO3bl MUEIIOUAHOW PUPOIBI COCTABUIIN OTIACIbHYIO TPYIIITY
MUEJIOUIHBIX CapKOM, a TaK)Ke€ BOIUIM B TPYNIBl MAaCTOIMTO30B (MAaCTOLMUTO3HI,
MaCTOKJIETOYHBIE CAPKOMBI), THCTHOLUUTAPHBIX U JEHAPUTHOKIETOYHBIX HEOILIa3M
(TUCTHOIUTO3BI, TUCTUOITUTAPHBIE CAPKOMBI, CHIPUTHOKJICTOYHBIC CAPKOMBI).
DKCTpaMenyJUIIpHbIE TeMO0JIaCTO3bI, TIEPBUYHO BO3HUKAs BHE KOCTHOTO MO3ra,
0 Mepe MPOTPECCUPOBAHMS HEOIIa3M BOBJICKAIOT B 3JI0KAYECTBEHHBINA MPOIECC
KOCTHBIM MO3T, MPOXOJAs CTaauio JICWKeMu3amuh. TakuM o0pa3oM, K THIIOBBIM
dbopMaM remo0IaCTO30B MOKHO OTHECTH JIEUKO3bI, TUM(POMBI, CAPKOMBI MHUEIO-
UIHOTO TIPOUCXOXKIeHUs (CM. puc. 1).

JInm¢pombl, SBISIONIMECS CONUIHBIMU HOBOOOPA30BaHUSAMHU, IEPBOHAYAIBHO
dbopMHpyIOTCA B IUM(PATUUECKUX Yy3J1aX OMPENeIEHHOTO pernoHa Wi JuM@aTu-
YECKOM opraHe (Celie3eHKe, BUIOYKOBOM Kelie3e), MOATOMY UX OTHOCST K Peruo-
HapHBIM (opMaM remo0aacTo30B. OHAKO JajdbHEHIIee BOBICYEHUE B OIyXOJie-
BbI MpoIecc TUM(PATHUYECKUX y3JI0B JIPYTUX PETHOHOB U SKCTPAHOJATBHBIX (BHE
auM(paTUYECKUX y3J0B, KpoMe KocTHOro mosra) tkaneit — IIHC, nedenu, nes-
PBI, JIETKUX U Jp. — MPEACTaBIseT cOO0M 3aKOHOMEpHBIE CTaiuu JTuM(poMoreHesa

(Tadm. 1).
Tabnuya 1
CraaupoBanne JUM(OM 10 cTeNeHH BOBJIEYEHHsI B 3JI0KAUeCTBEHHBIH MPoIece
PErHOHOB JUM(ATHYECKHUX Y3JI0B H IKCTPAHOJAJIBHBIX OPTraHOB U TKaHeW

Cragua Ipu3znak

| Bosneuenue oHoro pernona auM@oy3noB* Ui 0JHOTO JUM(PATHYECKOTO
opraHa, HalpuMep ceJe3eHKH, BHIIOUYKOBOH Kele3bl, Koiblla Banbaeiiepa,
MTOBEPXHOCTHOTO MAaXOBOT'O KOJIbIA

I BoBneuenue aByx mim 0osee peruoHOB JUM(ATUYECKUX Y3JO0B MO OJHY
CTOPOHY radparmbl

I Bosneuenne nmuMdaTnueckux pernoHOB WK JUM(pOHUIHBIX OPTaHOB 110 00€
CTOPOHBI 1hadparmbl

v Bosneuenne sxctpanomansHbeix opraHoB M Tkaned (OKKT, IIHC, nmeuens,
JIETKUE U Jp.), 32 UCKIIIOYeHHEM 0003HauYeHHBIX OykBO E

Jns cranumii BoBriedyenue OTHOr0 3KCTPAHOMAIBHOTO OYara, KOHTaKTHPYIOWIEro ¢ TMo-

IE-IIE** pPaKeHHBIM JINM(ATHUECKUM Y3JIOM WM HaXOASIIErocs MPOKCUMAIBHO OT

MN3BECTHOI'O BOBJICYCHHOI'O HI/IM(l)aTI/I‘IeCKOFO y3Jia

JI1s BCeX cTamuii:
A Het cummToMOB.

B-cumntomel JIuxopanka Beiie 38 °C, npody3HbId HOYHON TOT, CHIKEHHE MAcChl Tea
6oitee uem Ha 10 % 3a 6 Mmec.

* Pernonsl nMM@QaTHUecKuX Yy3j10B: HIeWHble (IIeHHble, HAIKIOYUYHBIE, 3aThUIOYHBIE,
OKOJIOYIITHBIE CTIpaBa W CJIEBA); MOAKIIOYMYHBIC; MEIUACTHHAIBHBIC, BOPOT MEYCHU; ME3CHTE-
pHaNbHBIN; Ta30BbIE, MaxoBO-OeapeHHbIE. KOMMUECTBO BOBJIEUEHHBIX PETMOHOB YKa3bIBAETCS
B HIDKHEM HMHJIEKce cTtanuil (Hampumep, |13).

** E — sKCTpaHOJalbHbIE OpraHbl U TKaHU, B KOTOPbIE MPOPACTAET OMYXOJb U3 KOHTaK-
TUPYIOIIETO WK OJU3JICKAIIETO TOPAXKEHHOTO JTUM(PATUIECKOTO y37a.



Takum 00pa3oM, yxe Ha caMbIX paHHHMX 3Tarax CBOETO MPOSIBICHUS TuMo-
Mbl MOTYT OBITh TE€HEpPAIU30BAHHBIMU 3JI0KAYECTBEHHBIMU OOpa30BaHUSIMHU
C HaJIM4MeM OOIIEH CHMIITOMATUKU: CIa0OCTH, JIMXOPAJIKH, TIOTEPU MACChl TeJa,
«TPOJIMBHOTO» HOYHOTO ToTooTaeneHus (tadn. 1). Boieuenne B mumdOMHBIN
Mpoliecc KOCTHOTO MO3ra BCErja SIBIIAETCS MPU3HAKOM KpaitHe Tsxkenou IV cra-
JIUH 37I0Ka4eCTBEHHOTO TOpaXeHUs opranusMa. B aTom ciydyae numeet Mecto Jiei-
KeMuzaius TuMQGoMBbl, T. €. ee TpanchopMmalus B TuMpouaHbIi eikos. Jlumdo-
Ma 3aMelllaeT HOPMAaJbHBIE POCTKM TE€MOTI033a, PACIpPOCTPAHACTCS HE TOJIBKO
TUM(OTEHHBIM, HO M TEMATOTEHHBIM TIyTEM B OpPTaHbl U CHUCTEMBI OIYXOJICHOCH-
Tenst. B pesynbrare 610Ka arnonTo3a U KJIOHAJIBHOM SKCIIAHCUU 3JI0KaYECTBEHHbBIE
TUMQOUTHBIC KIETKH Pa3HOW CTEICHH 3PEIOCTH HAKAIJIMBAIOTCS B Tepudepude-
CKOM KPOBH, TKAHSX C MOPAKEHUEM KU3HEHHO BaXXHBIX CTPYKTYP OpraHU3Ma.

[To mpoucxoxaeHuto paznmuuaroT B-, T-, NK-knetounsie mumdomsl, qudde-
peHIMagbHasl AMArHOCTUKA KOTOPBIX OCYIIECTBISECTCS MPU TECTUPOBAHUU OITYXO-
Jeil B MPOTOYHOM ITUTOQPIyOpPUMETpPE C IMOMOIIbI0 MOHOKJIOHAJIBHBIX AHTUTEN
K MOBEPXHOCTHBIM T PepeHirpoBouHbiM CD-anTureHaMm — OEIKOBBIM MapKe-
pam kinactepoB nuddepennnpoBku. Bece mumMdoMbl TpaauIIMOHHO AENSTCS Ha
mumpomy XOKKUHA U €€ BAPUAHTHI U HEXOPKKMHCKUE TUM(OMBI.

Jumgpomvr Xooxnckuna (numghocpanynemamos) — HeornaacTudeckue 3a0o-
JICBAaHUS, TIPU KOTOPBIX MEPBUYHO MOpakaeTcsl TuMdaTudeckas cucrema, u Gpop-
MUPYIOIIHECS 3JI0Ka4eCTBEHHBIC HOBOOOPA30BAaHUS MMEIOT XapaKTEPHYIO TpaHy-
JIEMATO3HYI0 THUCTOJOTHYECKYIO CTPYKTYpYy, CHEIU(PHISCKUM  OITyXOJEBhIM
cyocTparoM KoTopou sBisitorcs rurantckue Hodgkin—Reed-Sternberg ximerku
(HRS-xnerku), nim kietkn bepe3oBckoro—Pun—IllTepaOepra B pycCKOS3BIUHOM
muteparype. OnyxoneBbie Mapkepubie HRS-knetku B 90 % ciiydaeB mpoucxost
U3 3pesbix B-kieTok 3apo/biimeBbix MeHTPoB JuMdoysioB, B 10 % — u3 3penbix
T-xnetok, kpaiine peako — u3 3penbix NK-kierok. CD-mapkepamu kinetok bepe-
3oBckoro—Pun—Illtepubepra smmstorcas CD15, CD30 u B-kierouHslii aHTUTEH
CD20. I'naBHbIMU POSIBIICHUSIMU JTUM(POMBI XOJKKMHA U €€ BapUAHTOB SIBIISIOT-
Csl reHepaM30BaHHas JTUMQaJCHOIATHs, CTUICHOMETaINs ¢ BOBJICUCHUEM U MOpa-
YKEHUEM JIFOOBIX OpPTaHOB U TKAaHEW: KOCTEH, KOXKH, MeUYEeHU, KOCTHOTO MO3ra, JIeT-
kux, [{THC u np.

Hexoosckunckue aumghompl — CUCTEMHbBIE HEOTUTACTUYECKHE 3a00JIEBAHMS,
MIPEICTABIISIONINE PA3HOPOIHYIO TPYIITY 3JI0KAYECTBEHHBIX OITyXOJIeH, MTPOHUCXO-
JAIIAX U3 OMYXOJIEBBIX aHAJIOTOB JUM(POUIHBIX MPEAIICCTBEHHUKOB (JIuMQo0bia-
CTOB), 3peibix B-, T-mumdouutos, peako NK-kineTok, ¢ xapakTepHbIMU OHUOJIOTH-
YECKUMH, MOP(OTOTHICCKUMH, HUMMYHO(PCHOTUITHYSCKUMH, KIMHUYECKHUMHU
OCOOEHHOCTSIMU U TIPEHMYIIECTBCHHON JIOKATU3alKue B TUM(PATHICCKUX y3JIaX,
CEJIE3EHKE U JIPYTUX JUM(OUIHBIX OPTaHaX C BOBJICYCHHEM B IPOIIECC IKCTPAHO-
nanbHBIX TKaHel. [1o cTtemeHn 3penocTH KIETOK, TPaHCHOPMHUPYIOMIUXCS B OIMY-
XOJIEBBIE, BBIACISIOT aUMGPoOIacmHbie TUMPOMbL N3 TUMGPOUTHBIX TIPEAIISCTBEH-
HUKOB (1uMb00aacTOB) W Jaumpoyumaphnvie auUM@ombl W3 3PEIbIX KIETOK
nepudeprudeckux JUMQPOUIHBIX OpraHOB W TKaHei. [Ipw mopakeHuu KOCTHOTO
Mo3ra aumdoodaactHas auMdoma TpanchopmMupyeTcss B JIUMPOOTACTHBINA JIEHKO3
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c 0003Ha4YEHUEM €ro Kak OCTphIi JTUMGOOIaCTHBIN JieliKko3/muM@pobiacTHas JIMM-
dboma. YuuThiBasi NEPBUYHOE BOZHUKHOBEHUE OCTPOro JMM(OoOIacTHOro JeiKo3a
B KOCTHOM MO3r€ M3 KOCTHOMO3TOBBIX MPEIIIECTBEHHHUKOB U TpaHchopmaiuio
B TUM(OOIACTHBIH JIeliKko3 TuMdoOIacTHON TUM(OMBI, TTOCIIEIHIOI HA3bIBAIOT TIe-
pudepruueckuM JBOMHUKOM OCTPBIX JUM(POOIACTHBIX JEHUKO30B, PYKOBOJCTBYSCH
UJICHTUYHOCTBI0O MOP(HOIIOTHIECKUX, UMMYHO(MEHOTUITHUECKUX U IPYTHX XapaKTe-
PHUCTHK UX OITyXOJIEBOTO cyOcTpaTa (ormyxoJieBsix Tumdo0ractoB). Jlumgpoyumap-
Hble TUM@DOMbl — 3JI0Ka4eCTBEHHBbIE HOBOOOPA30BaHUs, B OCHOBE (pOopMHUpOBaHUS
KOTOPBIX JIeXKAT MOJIEKYJISIPHO-TEHETHYECKUE OMyXoJeTpaHc(hopMuUpyromme Hapy-
mienust 3pensix B-, T-mumdonuTtos, npoxomsmux auddepeHIupoBKy B nepude-
puueckux JTUMGOHUIHBIX OpraHax W TKaHsiX, 3HauuTenpbHO pexke NK-kierox
C YaCThIM PAcCHpOCTPAHEHUEM OIyXOJIEBOTO IMPOIlecca B KOCTHBIA MO3T, IUCCEMHU-
Haned JTUM@OUIHBIX OMYXOJIEBBIX KIETOK B MEpUPEPUUECKYIO KPOBb, TKAHU
U OpraHbl OIyXOJICHOCHUTENS. 3JI0KaUYeCTBEHHOW TpaHCc(OpMalUU MOJIBEPraroTCs
IJIaBHBIM 00Opa3oM B-nuMdonuTel, B MeHblIeH cTeneHd T-a1uM@pouuTsl Ha 3Tarne
CBOETO CO3pEBaHMs B JIUM(ATHUECKUX Y3JIaX, CEJIE3€HKE, TUMYCE, MyK030-acco-
ruupoBanHoi JimMbongHor TkaHu (MALT) — nuMdarndeckoil TKaHU CIIH3H-
cTbIX 00oJsiouek. 3peinbie NK-KIeTKkn MaJurHu3upyroTCs PeiKo, OJHAKO ¢ (GOopMu-
pPOBaHUEM UYPE3BBIYANHO arpecCUBHBIX JUM(poM. [Ipu BoBieUEHNUU B OITyXOJIEBBII
Ipolecc KOCTHOrO Mo3ra JuM@ouuTtapHbie JTUM(GOMBI  TpaHCHOPMUPYIOTCS
B JTUM(OLMTAPHBIN JIEUKO3, KOTOPbIA 0003HAYAIOT KaK XPOHUYECKHA JTUMEpOIu-
TapHbIi Jeiiko3/muMdoma. COBpeMEHHbBIE MOJEKYISIPHO-TEHETUUECKUE TEXHOJIO-
TUH TIO3BOJISIOT JOCTATOYHO TOYHO OMPENEINTh, Ha KaKOM JTare CO3pPEBaHUS
B-1uM@onnToB MpoucxoasiT reHETHUECKUE «IIOJIOMKNY», BHI3BABIINE KIOHATBHBIN
oryxoJseBbli pocT. Tak, OTCYyTCTBUE B JIMM(POMHBIX KJIETKAaX MPU3HAKOB COMAaTH-
YEeCKOW TMNEepMyTallii T'€HOB BapHaOENbHBIX YYaCTKOB TSKENbIX IeNed UMMY-
HOTJIOOYTMHOB (VH-T€HOB) CBUIETEIBCTBYET O TOM, YTO 3JI0KAYCCTBEHHBIM KJIOH
o0Opa3oBaH U3 KJIETOK, HE BOIIEAUIMX B F€PMHUHOMHBIM (3apOIBILIEBBINA) LIEHTP
auM(paTUYECKUX y3J0B M JTUM(aTHUeCKO TKaHU, YTO XapaKTEepHO Il HauOoJsee
arpeccMBHOM JIMM(POMBI U3 KJIETOK MAaHTHHHOM 30HBI M arpeCCUBHOTO BapHUaHTa
XPOHUYECKOTO JMM(OLIUTAPHOTO JI€iK03a/TMM(POMBI W3 MabIX JUM(OIUTOB.
OOHapykeHHEe B 3JI0KaYECTBEHHBIX KJIETKAX TEKYIIUX COMATHUYECKHUX MYTaI[Hid
B y4acTKax XpOMOCOM, KOAUPYIOMINX BapraOeIbHbIH y4aCTOK HIMMYHOTJIO0YTHHA,
YKa3bIBaeT Ha MPOUCXOXKJIECHUE ITUX JUM(OM U3 KIETOK 3apOJIBIINIEBOTO IIEHTpA.
K Takum mumdomam otHOCsSTCS homukynspHas tuMdoma, TuMEOoIIa3MOIUTap-
Has JsmMpoma, maumdoma Burkitt, muddysnas kpymnHokierouHas muMboma,
MALT-nmumdoma u ap. Onpeznenenre B reHOME JTUM(POMHBIX KIETOK (DUKCUPO-
BaHHOM COMaTHYECKON MyTallMM XapaKTEPHO AJIS TUM(POM U3 OCTIEPMUHATBHBIX
KJIETOK, MPOIICAIINX TUIEPMYTAIMIO B 3apOJIBIIIEBOM LIEHTpE. TaKOBBIMU SIBIIS-
I0TCS TPOTUMQOIMTAPHBIN JIEMKO3, BOJIOCATOKICTOYHBINA JTUMGOIUTAPHBINA JICH-
KO3, MUEJIOMHAas 00Jie3Hp U Jp. TakuM oOpa3om, MPOUCXOXKIeHUE OONBITMHCTBA
B-ki1eTouHBIX TMMGOM U3 KIETOK, IMPOIISAMNX CTaau0 TudGEepeHIIMPOBKH B 3a-
POJIBIILIEBOM LIEHTPE, ABJISETCS OCHOBAHUEM JJISl MPEATOI0KEHHUS O TOM, UTO 3JI0-



KaueCcTBeHHas TpaHChOopMaIlis OCYIIECTBISIETCS B 3apOBIIIEBOM IIEHTpe aumda-
TUYECKUX Y3JI0B U TUM(DATUUECKON TKAHH.

[lo cTeneHun arpecCUBHOCTH KIMHUYECKOTO TEUEHMSI, HE3aBUCUMO OT OTBETA
Ha TEpamuio pas3linyaloT UHJIOJICHTHbIE, arPECCUBHBIE U BHICOKOATPECCHUBHbBIC HE-
XOJIKKUHCKUE JTUMQPOMBL. HHOONeHmHble TUMPOMbI XAPAKTEPUIYIOTCS JTUTEIb-
HBIM, MAJIOCUMITTOMHBIM T€YCHHEM, C TIOCTETICHHBIM BOBJICYCHHEM B OITyXOJICBBIN
MPOIECC AKCTPAaHOAAIbHBIX o4aroB. K uHAONEHTHBIM nuMbOMaM OTHOCHUTCS
HEarpeCCUBHBIA BapUAHT XPOHHUYECKOTO JTUM(DOICKo3a/TuM(POMBI U3 MaJbIX
auMPOIUTOB, TUMpOIUTa3MOITUTapHas TUM(GOMa, BOJIOCATOKICTOYHBIN JTUM(OIIH-
TapHBIN JIEWUKO3 U Ap. Jlumgomul acpeccusnotll epynnvl XapakTEpU3yIOTCs BbIpa-
KEHHBIM Pa3BUTHEM OITyXOJEBOTO MpoIecca, OBICTPO MPOrpeccUpyromero 6e3
CBOEBPEMEHHOTO JICUECHHMsI, C BOBJICYCHHUEM SKCTPAHOAAIBHBIX PETHOHOB, OJIHAKO
OHHM BBICOKOUYBCTBUTEJIbHBI K XUMHUOTEpANuu. B 3Ty MHOTOUYMCIEHHYIO TPYIMIY
BXOJISIT CaMble 4acTo BcTpeyvaromuecs: TuM@ombl: nuddysHas B-kpynHokiIeTou-
Has auMmdpoma, JTuMpoMa U3 MAHTUWHBIX KIETOK, aHAIJIaCTHYeCKash KPYITHOKIIE-
TouHas uMpoma u3 T-kieTok, a Takxke Oonee peakue NK/T-kiaeTouHbie OmyXouu:
T-kneTounblii mpoauMdoOnUTapHBINA Jielko3, skcTpaHoaanbHas NK/T-kierounas
auMpoMa HaA3aJIBHOTO THUIA, AaHTMOMMMYyHoOJacTHas T-kierodHas JuMdoma,
T-KJIETOYHBIN KPYNMHOTPAHYJISAPHBIA JIUM(OLUTAPHBIN JE€HKO3 U Ap. Jlumgpomuv
8bICOKOAPECCUBHOU 2pYNNbl XaAPAKTEPU3YIOTCA CTPEMUTEIBHO MPOrPECCUPYIO-
IIMM OITyXOJIEBBIM POCTOM M T€HEpaIM3aIMell mpoiiecca, MPUBOIAT K JIETATbHOMY
ucxony 0e3 JieuyeHus, OAHaKO 00JIaJal0T camMOil BBICOKOW Cpelu BCEX JHUMQPOM
YyBCTBUTEIBHOCTHIO K XHMHOTEpPAnmuu. bonblmas d9acTh BBICOKOATPECCHUBHBIX
auM(OM H3JIeYMMa COBPEMEHHBIMU XUMHUOIYYeBBIMU MeToaamu. K 3Toit rpymme
otHocuTcs iumboma Burkitt u mumdoonacTHbli eiikos/mumdoma Burkitt, T-kie-
TOYHBIA XpOHWYECKU Nerko3/muMdoma B3pocibix (HTLV-1-accoruupoBannas),
NK-k1eToYHbIH JISHKO3 U JIp.

Takum 06pazom, JUM(POMbI — HEOIUTACTUYECKUE 3a00JI€BaHUS 1IEJIOCTHOTO
OpraHu3Ma, pa3BUBIIKECS B pe3yJIbTaTe OMyXO0JIEeBOUW TpaHchopMaluu 3peibix B-,
T-, NK-k1eTok miM uX KOCTHOMO3TOBBIX MPEANIECTBEHHUKOB (MM(p0OIacTOB),
NEePBUYHO (HOPMUPYIOMIUX 3JI0KAYECTBEHHBIE COJIMIHBIE HOBOOOpA30BaHUs B TKa-
HSX W OpraHax JUM(aTHYeCKON CHCTEMBbl C BTOPUYHBIM BOBJICUCHHEM B OITyXOJe-
BBII Mpo1iecc KOCTHOTO MO3Ta U JPYTUX OPTaHOB M CHCTEM OITyXOJCHOCHUTEIIS.

CapkoMbl MHETIOUTHOTO MPOUCXOXKICHHS, BKIIOYAIOIINE HOBOOOpAa30BaHUs
U3 MHEJIOMIHBIX 0JIaCTOB — MHEJIOUIHBIE CAPKOMBI, U3 3PEJbIX KJIECTOK MUEIIOHI-
HOTO TIPOUCXOXICHUS — THCTHOIUTAPHBIC, JACHAPUTHOKJICTOUHBIC CAPKOMBEI,
MIPOU3BOJIHBIC KPOBETBOPHOM CTBOJIOBOM KIIETKM — CHCTEMHBIE MAaCTOIIMTO3HI,
MaCTOITUTAPHBIE CAPKOMBI.

Muenouonsle capkomsl — SKCTpaMeTyJIISIPHBIEC 3JI0KaYe€CTBEHHBIE HOBOOO-
pa3oBaHUs C BBIPAKEHHOW TKAHEBOW OpraHW3alldel, BCTPEYAIONIUECS B JIFOOBIX
aHATOMHYECKUX O00JIaCTSIX Tejla BHE KOCTHOTO MO3ra, KJIETOYHBIM CyOcTpaToM
KOTOPBIX SBIISIFOTCS MUeJIouHbIe OnmacTel. HQUIBTpATHl MUETOMIHBIX OJIACTOB
y TAIlMeHTOB C JAWUArHOCTUPOBAHHBIMH OCTPHIMH MHUEIOWIHBIMU JIEHKO3aMU
HE KJIacCu(UIMPYIOTCA KaK MUEJIOUIHAs capKoMa, €CJIM OHU TPECTABIICHBI OIy-
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XOJIEBOM MACCOM, B KOTOPOH TKaHEBasi apXUTEKTOHMKA HE BhIpakeHa. Muenocap-
KOMBI BO3HMKAIOT BO BCEX TKAHAX M OpraHax, KyJa IUCCEMUHUPYIOT U3 KOCTHOTO
MO3ra 3JI0Ka4YeCTBEHHO TpaHC(HOPMUPOBAHHBIE TEMOMOITUYECKHUE KICTKU-TIPE]I-
HIECTBEHHUKH MHENION033a. Yale BCcero nopaxarorcsi Koxa, JUMQpaTHYeCKue y3-
abl, KKT, koctu, markue tkanu, tectuc, [IHC. Hepeako mMuenonaHas capkoma
UMEET MHOXXECTBEHHYIO JIOKAIu3aluio. B OONBIIMHCTBE CIIydaeB MHEIOUIHAS
capKkoMa COCTOUT M3 MHUEI00JacTOB ¢/0e3 COo3peBaHUs 0 MPOMHUEIOIUTOB, MHUE-
JIOIIUTOB.

B 3HauuTeNbHOM MPOLIEHTE CIy4yaeB OOHAPYKUBACTCS MHEIOMOHOIUTAPHAS
WM YUCTO MOHOOJacTudeckass Mopdoiaorus Muerocapkombl. OMyXoiu ¢ TPUIIH-
HEHHON Mop(dojoruel WiaM NperMMYLIECTBEHHO U3 3PUTPOUIHBIX MPEAIIECTBEH-
HUKOB WJIM METakapuoO0JacTOB JOBOJBHO PEIKHE U MOTYT BCTPEYAThCS B CBS3H
¢ 6macTHOM TpaHchopmaluelt MueIonpoIu@epaTuBHBIX HEOTLIA3M.

MuenouaHas capkoma MoxkeT GopmupoBaThest de novo. Ee moctynupoBaH-
HBIM TIPEAIIECTBEHHUKOM SBJISIETCSI KPOBETBOPHAs CTBOJIOBas kieTka. OOHapyxe-
HUE MHUEIIOCAPKOMBI CIIEIYET paccMaTpUBATh KAK 3KBHBAJEHT JIMArHo3a OCTPOro
MHUEIIOUTHOTO Jetiko3a (OMJI).

BolIsiBIIeHHE MHEIIOCAPKOMBI MOXKET MPEAIIECTBOBATh WM COBIIAIaTh C MaHU-
decranueit OMJI win npeAcTaBIsSITH OCTPYIO OJIACTHYIO TpaHC(OopMallUio MHUETI0-
nucruiactuyeckux curapomon (M/C), muenonponudepatuBHbix Heoriasm (MITH),
MUEIIOIUCILIACTHUeCKUX/MuestonpordeparnBHbIX Heortasm (MJIC/MITH).

Kpome Toro, muenouHas capkoMa MOXKET ObITh MHUIIMAJIbHOW MaHu(ecTaIu-
€l penuarBa y MAalUEHTOB C IMArHOCTUpPOBaHHbBIM OMJI BHE 3aBHCUMOCTH OT
pEe3yJIbTAaTOB HCCIEAOBaHUs MEepUPEpUIecKO KPOBH U KOCTHOrO Mo3ra. Takum
00pa3oM, MHEJIOCAPKOMBI YacTO SIBJISIFOTCS] TOCTOSIHHBIMH TKaHEBBIMU (POpMHUpOBa-
HUSMH — CITyTHUKaMH BapUAHTOB OCTPOTO MHUEIOUTHOTO JIEWKO3a C COOTBETCTBY-
IOIIUM UM KJIETOUYHBIM cocTaBoM. Kak skcTpamenyisipHas ¢oopMa reMmo01acTo30B,
MHUEJI0CApKOMa UMEET KpaifHe HeOJIaronpusTHBINA MPOTHO3, JJI ONITUMH3AIUN KO-
TOPOTO TPeOyeTCsl TPAHCIUIAHTAIIMSI AJITIOTEHHOTO KOCTHOTO MO3ra.

['uctuonuTapHslie, JEHAPUTHOKIETOYHBIE, MACTOLUTAPHBIE CAPKOMBI — PEI-
KH€, BBICOKOArpECCHUBHBIC 3JI0KaYECTBEHHbIE HOBOOOPA30BaHUSI C BOBJICUYCHHEM
B MPOIIECC JIOOBIX YKCTPAHOAATBHBIX OPTAHOB M TKAHEH, a TaKKe KOCTHOI'O MO3ra.

Tucmuoyumapuvie capkomsvl BOSHUKAIOT U3 3PEJIbIX TMCTUOIUTOB — MaK-
podaroB U ACHAPUTHBIX KJIETOK MHUEIOUJIHOTO MPOUCXOXKICHUS, YUaCTBYIOIINX
B (paronuTo3e, MpOIECCUHTE U MPe3eHTAllUU aHTUTreHa JuM@ouIHbpIM KieTkaMm. He
HCKJTFOYEHO MPOUCXOKICHUE THCTHUOIIMTAPHBIX HEOIJIa3M M3 IUTIOPUIIOTEHTHBIX
rePMUHATIBHBIX KJIETOK (3MOPHOHAIBHBIX CTBOJOBBIX KJIETOK), T. K. OHU BCTpeUa-
I0TCS Y MAIMEHTOB C MEIMACTUHAIBHBIMU T€paTOKaplMHOMaMHU. [ ucTrHonuTapHas
CapKOMa TakK)X€ aCCOLMUPOBaHA C MUEIOAMCIUIA3USMU, JIEMKO3aMH W 3J0Kaye-
CTBEHHbIMU JTuMpPomamu. [IepBUIHO capKOMATO3HBIN POCT BBIABISETCS B JTMpa-
TUYECKUX Y3JaX, MeueHu, ceneseHke ¢ BomiedeHueM L[HC, kumeyHoro Tpakra,
KOXH, MATKUX TKaHedl. B mepudepuueckold KpoBU pErUCTPUPYETCS MAHIUTOTIC-
Hus. KilMHu4eckue MposiBICHUS: KHUILIEYHAs HEMPOXOJIUMOCTh, T€NaTOCIIIEHOME-



rajivs, JTuTU4YecKue nopaxkenust kocreit ¢ 70%-noit neranpHocthio Ha II/IV cra-
JUSAX 3JI0KQYECTBEHHOIO MpOoLecca.

JlenOpummnokiemounvie capKkompl BOSHUKAIOT U3 JEHIPUTHBIX KIETOK MUE-
JIOUTHOTO MPOUCXOXKACHUS: KIETOK JIaHrepranca, MHTEpAUTUTAIIBHBIX U J€pMallb-
HbIX MHTEPCTULHANBHBIX KIETOK. HeomnasMbl XapakTEpU3yIOTCS MYJIbTHOPTaH-
HBIMH TTOPAXCHUSAMH (JTMM(paTHICCKHUE y3JIbl, JICTKUE, ICYeHb, IIOYKH, CEIIC3CHKa,
KOCTH ), arPECCUBHBIM TEYCHHUEM, BBICOKOH JIeTATBHOCTHIO (J1o 50 %).

Macmoyumapnsie capkombl — TPOSIBICHHUS CHCTEMHOTIO MAaCTOLMTO34,
OTHOCSIIETOCS K MUEIONpon(epaTuBHBIM HEOIIa3MaM, MPEANICCTBEHHUIIEH KO-
TOPBIX SABJISIETCS KPOBETBOPHAsI CTBOJIOBas KieTka. MacrorurapHas capkoma 00-
HapyxuBaetcs: B TojictoM kumeyHuke, [[HC, kocTsix, Koxe, TOpTaHU C TpaHC-
dbopmariuet B MacTOIUTAPHBIN JIEHKO3.

JleliKko3bI NEPBUYHO BO3ZHUKAIOT B LIEHTPAJIbHOM OpraHe reMoIiod3a — KOCT-
HOM MO3re ¢ IeéMaTOT€HHOM IMCCEMUHAMEN JIEMKO3HBIX KIIETOK B TKaHW Opra-
HU3Ma, B CBSI3U C Y€M JIEUKO3bl OTHOCST K CUCTEMHBIM (hopmMam remMo0IacTO30B.
OT0 camasi MHOTOYHMCIICHHAs TPYIINa TUIOBBIX (pOpM reMob1acTo30B, 3a00ieBae-
MOCTb KOTOPBIMH B MUPE HEYKIIOHHO PacTeT.

ITHUOJIOI'UA, TATOI'EHE3, OIIPEJAEJIEHUE ITIOHATHAA,
KJACCU®UKALIUA JTEXKO30B

ITHOJIOT U JIEKO30B aHAJIOTUYHA TAKOBOM OOJIBIIMHCTBA 3JI0KAYECTBEHHBIX
HOBOOOPA30BaHUM, JIEUKO3bI MOJIUAITHOJIOTHUYHBL. VX pa3BuTHE 00YCIOBIEHO BO3-
JNEUCTBUEM XUMHUYECKUX, (PU3MYECKHUX, OMOJIOTHYECKHX KaHleporeHoB. Cpemau
HUX 0cO00€ 3HAYCHHE TMPUHAMJICKUT MOHUZUPYIOIICH paaualuu, IpyruM BUaM
00JyueHus, XMMUYECKUM BellecTBaM (O€H30JTy U €r0 MPOU3BOJAHBIM), IIUTOCTATH-
yeckuM JiekapcTBeHHbIM npenaparaMm, PHK- u [IHK-onkoBupycam. Ilpuuem seii-
KO30TeHHBIN 3(PdeKT peanusyeTcss B YCIOBUSIX HAPYIIEHHONW PE3UCTEHTHOCTH
U PEaKTUBHOCTU OPTraHM3Ma, OCOOCHHO TMPHU HACJIEACTBEHHBIX M MPHUOOPETECHHBIX
nedekTax UMMYHHOUN CHUCTEMBI.

IIaToreHe3 JEeNKO30B XapaKTEPU3YETCs CTAAUUMHBIMU MOJIEKYJISIPHO-TEHE-
TUYECKUMU HapYyIICHUSIMH, JICKAITUMUA B OCHOBE KaHIleporeHnesa. JIeMKo3bl, Kak
U JpYTrue 3JI0Ka4eCTBEHHbIC OMyXO0JIeBbIE 3a00€BaHNs, MOHOTIATOT €HETUYHBI.

Craguu maToreHesa JIEMKO30B OTpa)arOT THUIUYHYIO (Da3HOCTb Pa3BUTHS
3JI0KQ4e€CTBEHHBIX HOBOOOpazoBauuii (puc. 2). I cmaous — unuyuayus (0nyxo-
neBas Tpancopmaitus). [loa BIusiHUEM KaHIIEPOTEHOB B CTBOJIOBOM MJIM KOMMHU-
TUPOBAHHOM TEMOMOITHUUYECKON KJIETKE KOCTHOIO MO3ra BO3HUKAIOT TOYKOBBIC
MyTaluu (Aeen) FreHOB-CYIPecCcOpPOB (AHTUOHKOT€HOB) U OHKOT€HOB € OTKIIIO-
YEHUEM aHTHUOJIACTOMHOM MPOTrPaMMBI, B TOM YHCJIE alloNTO3a, TUIIEPIKCIIPECCUeH
OHKOT'€HOB. DTH KIIIOUEBbIE T€HHBIE HAPYILICHUS MPUAAIOT MyTUPOBAHHOM CTBOJIO-
BOHM KJIETKE CIIOCOOHOCTH K OecrpeneibHOMY JIEJICHUI0, YTO MpeACTaBiIseT (PyH-
JaMEHTAJIbHOE CBOMCTBO OMYXOJIEBOIr0 pocTa. ['emMonosThueckas CTBOJIOBas KIIET-
Ka CTAaHOBUTCSI CTBOJIOBOM JIEMKO3HOM (PaKOBOI) KJIETKOM.
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| cragus — uHUIUanus (onmyxoJieBasi TpaHcopMaIus)

MYTaFeHHOC ,Z[eﬁCTBHe KaHIOCPOIrCHOB HA CTBOJIOBYIO MJIM KOMMHUTUPOBAHHYIO KPOBCTBOPHYIO
KJICTKY KOCTHOI'O MO3ra

OTKITI0YeHnEe aHTHOIACTOMHOM MPOTPaMMBI ¢ HApYIIEHHUEM MPOTpaMM pocTa U Au(epeHITpOBKU

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»
JICIKO3HOT'0 MOHOKJIOHAQ aTUITMYHBIX OITYXOJICBBIX JICWKO3HBIX 0J1aCTOB

v

Jletiko3HbIe OJ1aCTHI HE 3arporpaMMUpOBaHbl Ha KJICTOUYHYIO CMCPTh (aHOHTOB)

Il cragus — nporpeccust

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

v

O06pazoBanue 0oJiee arpecCUBHBIX CYOKJIIOHOB ¢ (POPMHUPOBAHHUEM OJUTOKIOHOBOW 37I0Ka4eCTBEHHON

JICUKO3HOW MONYJISIIUA
v v
OCTPBIE JIEHKO3bI XPOHUYECKMUE JEWKO3bI (MUEJOU/IHBIE)
v v
Jletiko3uble OmacThl AU GepeHINPYIOTCS B 3pesbie

YTpara crtocoOHOCTH TEHKO3HBIX 0JaCTOB
K 1udPepeHIUpPOBKe
v

NudunbTparys KOCTHOTO MO3Tra ATHITHYHbI-
MU JIEMKO3HBIMU OJ1acTaMu

v

JlrcceMHUHAISI 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 ITPOTrpaMMBbI ariorro3a

v

HakomieHne B KOCTHOM MO3Te AUCIUIa3UPOBAHHBIX,

ATUITUYHBIX CO3PCBAIOIIUX U 3PCIIbIX OITYXOJICBBIX
KJICTOK

v

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

v

DopMHUPOBAHUE B TKAHSAX U OpPraHax
3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHUIA —

» Muenocapkom, TUMGOOIACTHBIX TUMPOM —
C KJIETOYHBIM CyOCTpaToM, aHaTOTUIHBIM

- JIEHKO3HOMY

dopMHUpoOBaHHE 0YaroB AKCTPaMEAYILIIPHOTO
a0eppUPOBAHHOTO KPOBETBOPEHHS B TKAHSIX
Y opraHax
v
HanpHeilas onyxoseBasi Oporpeccus JIEMKO3HOTO
KJIOHA C TIOJTHOH yTPaToil CIIOCOOHOCTH JIGHKO3HBIX
0s1acTOB K (P epeHITUPOBKE
v
BecnipenensHas mponudeparwist T1eHKO3HBIX 071aCTOB
C AUCCeMHUHAINEH B epuepruIecKyio KPOBb,
TKaHU ¥ OPTaHbI

N

ITonaBieHre HOpMaIBLHOTO
KPOBETBOPEHUSI, HApPYLIEHNE
JKU3HEACITENIbHOCTUA OpraHmu3ma

\

v
BJACTHBIN KPHU3
v

3HAUYUTENTHFHOE BO3PACTAHUE KOJIUUYECTBA AKTUBHO
npordeprupyOMUX JICHKO3HBIX OJIACTOB B KPOBH,
KOCTHOM MO3r€, B TKaHsAX U OpraHax

Puc. 2. [1atoreHes JIeiiKO30B
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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 YMCIICH-
HocTU. TakuMm 00pa3oM, B OCHOBE (hOPMUPOBAHMS B KOCTHOM MO3T€ OIyXOJIEBOM
MONYJISILUU JIEKUT IEPBOHAYAJIBHOE BO3HUKHOBEHHE OIHOM 3JI0KaYE€CTBEHHOMN
CTBOJIOBOM KJIETKH, a 3aTEM — KJIOHA JIECMKO3HBIX KIJIETOK. JIEMKO3bI, KaK U IPyTrue
3JI0KaYECTBEHHBIE HOBOOOPA30BaHUS, MOHOKJIOHAIBHBI.

III cmaousa — npozpeccus (0OIUTO-NIOJIMKIIOHOBAs CTaaus Jeiiko3a). B xoxe
ATOM CTaJuM MOCIEAYIONINE MHOTOKPATHbIE MYTallil CIIOCOOCTBYIOT BCE OOJIbILICH
JecTaOuIM3aIii TeHOMa TPAaHC(POPMHUPOBAHHBIX KJIETOK MOHOKJIOHA C THIEPIKC-
MIPECCUEN BCE HOBBIX OHKOT€HOB M CYIPECCHEN aHTUOHKOIE€HOB. DTO MPUBOIUT
K BO3HMKHOBEHHUIO 00JIe€ arpecCUBHBIX CYOKJIOHOB, KJIETKH KOTOPBIX MpHOOpeTa-
IOT CBOWMCTBA 3JI0KAQUECTBEHHOCTU C 3aMEIEHUEM (MeTarula3ueil) HOpMaJlbHOTO
reMoI1033a, paclpocTpaHeHUEM (AUCCEMUHAIMEN) FeMaTOreHHBIM IIyTEM B TKaHU
OpraHu3Ma OIyXOJIEHOCUTENS U (POPMUPOBAHUEM B HUX MUH(UIBTPATOB MpOiHde-
pupyromux 6JacTOB, 04aroB U3BpaIIeHHOro (abeppaHTHOTO) remomnod3a. JIeikos-
Hasl MOIYJISALUS CTAaHOBUTCS arpeCCUBHOM OJIMTO-/TIOJIMKIIOHOBOM, YTO KIMHUYE-
CKHM BBIPAXACTCs IMPOTPECCUPYIOIINM YTSKEIICHHEM TEUYECHHUS OCTPBIX JIEHKO30B
1 0JJaCTHBIMU KpH3aMH B JHHAMHUKE XPOHUYECKHX JICHK030B (puc. 2).

BecpMa BEpOSTHO, YTO IPH OCTPBIX JEUKO3aX U3 METACTA3UPYIOLIUX JIENKO3-
HBIX OJIACTOB MOTYT (POPMHPOBATHCA COJUIHBIE SKCTpaMeAyJUISIpHbIE HOBOOOpa-
30BaHUsI — MHUEJIOCAPKOMbl WM JuM@oOnacTHbie JUMQPOMBI. MoJeKyIapHO-
T€HETUYECKUE MEXAHU3MBI JICMKO30T€HE3a JIEKAT B OCHOBE ATUIIMYHOCTU KJIIETOK
JIEMKO3HOTO KJIOHA, KOTOPbIE HE TOXKIECTBEHHBI OJACTHBIM, CO3PEBAIOIINM U 3pe-
JBIM 3JIEMEHTaM HOPMAaJIbHOTO TeMonos3a. OHU OTIMYaoTCs HUTOMOpdoIoruye-
CKUMH, TUCTOXUMUYECKUMH, UMMYHO(PEHOTUITMYECKUMH U T€HETUYECKUMHU aHO-
MaJisSIMHU.

OcobGenHoctu (HOpMUPOBAHMS, ATUMU3M U aBTOHOMHUS JIEWKO3HOM MOITYJIs-
LY, BOBJICYCHUE B 3JI0KAYECTBEHHBIN IPOLECC CUCTEM LIEJIOCTHOIO OpraHu3ma
OTPaXXEHBbI B ONPENECICHUU ITOHATUS «JIECUKO3». JIeK03 — HEOIIaCTUYECKOE 3a-
0oJIeBaHrE CUCTEMBI KPOBHU, pa3BUBILIEECS B pe3yJIbTaTe 3J10KA4€CTBEHHOM TpaHC-
dbopmal CTBOJIOBOM MJIM KOMMHUTHPOBAHHOM T€MOIOATHUYECKOW KIETKH, (hop-
MUPYIOIIEH B KOCTHOM MO3Te OecnpeenbHo Nponu(epupyronui, ¢ MeTamia3uen
KPOBETBOPHOM TKaHU, OMYXOJEBBIA KJIOH, TUCCEMUHUPYIOIUM B mepudepuye-
CKYIO KPOBB, TKaHHU, OpraHbl ¢ 00pa30BaHWEM OYaroB SKCTpAMEIyJIIIPHOrO abep-
PAHTHOTO KPOBETBOPEHHUSI U OJIACTHBIX UH(DUIBTPATOB, MOBPEKAAIOUIUX CTPYKTY-
pbl U GYHKIIMHM OpraHU3Ma OITyXOJEHOCUTEIS.

Jleiiko3/mumd¢oma — HeorutacTuueckoe 3a0071eBaHNE CUCTEMBI KPOBH, pa3-
BUBILICECS B pe3yJbTaTe JEHKEMHU3alUKU 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 TKAHSAX MPHU CO3PEBAHHH, C METaruiazuei
KPOBETBOPHOW TKaHW KOCTHOTO MO3ra, JUCCEMHHAIMEN 3JIOKAYECTBEHHBIX JIMM-

12



dbo1uTOB B nepudepruyeckyro KpoBb, TKAHU U OPraHbl, T. €. C COXPAaHEHHUEM BCEX
3aKOHOMEPHOCTEH pa3BUTHS JIEHKO30B.

MpuHuunsl kiIaccupukaumm JedKo30B. PyKOBOIACTBYSACH IPUHIUIIAMHA
npeapaynmx kinaccudukanuii Heoriasm cucrembl kpoBu (FAB, 1976 r.; EGIL,
1995 r.; REAL, 1997 r.; BO3, 2001 r.), aBTOpHI COBpEMEHHOI KiIaccuPUKaluu
(BO3, 2008 r.) m30panu KIIOYEBBIM HAMpPaBJICHUEM T'€HETUYECKYI0 M TEHHYIO
UJACHTU(DUKAINIO JIGHKO30B B CBETE TOCICTHUX IOCTIKCHHUNA MOJICKYJISIPHON
TE€MaTOJIOTHH.

[To mpoucxokIeHUIO JIEHKO3bI TPATUIIMOHHO KIACCUPUIIUPYIOT HA MUEI0UO-
Hble U TUM@OUOHbLe, IO CTIOCOOHOCTH JIEHKO3HBIX KIETOK K AU(PepeHnpoBKe —
ocmpble U XpoHuiecKue.

OcTpble JIEWKO3bl XapaKTEPU3YyIOTCS MOJTHOM yTpaTod CocOOHOCTH K AUd-
dbepeHIIUpOBKE, XPOHUYECKHE — COXPaHEHUEM CIIOCOOHOCTH K W3BpAICHHON
muddepennupoBke. KineTounslii cyOcTpaT OCTpPhIX JIEMKO30B COCTaBISIOT OJ1acT-
HbIE KJIETKH, TMPEJCTABISAIONIME COOOW pe3yabTaT HEOIUIACTMYECKOW MOHOKIIO-
HaJIbHOU Tpoudepanuu TpaHcHOPMUPOBAHHBIX CTBOJIOBBIX WJIM KOMMHUTHPOBAH-
HBIX TE€MOIMOATUYECKUX KJIETOK. KieTouHbiM cyOCTpaToM XpOHUYECKUX JIEHKO30B
SBJISIOTCSL aTUITUYHBIE CO3PEBAIOIIUE U 3pelible KJIETKH, Mpeolagaroniiue B nepu-
dbepuvecKoil KpOBU M KOCTHOM MO3T€, C BO3MOYKHBIM COACpKaHUEM MaJO4YUCIICH-
HBIX 0J1aCTOB.

[To xonmuecTBy serikoruToB (L) B mepudepudeckoil KpoBU Ha TOW WM UHOU
CTa[MU TEUEHMs PA3INYaloOT JeiKo3sl tetikemuyeckue (L > 100 - 10%n); cybreii-
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 KiIacCU(pUKANMKU PA3IUYAIOT CIETYIONINE HO30JIOTHYECKUE
rpynnbl MUEJIOUTHBIX JIEHKO30B:!

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

—~ OMJI ¢t (8;21) (922; g22) RUNX1-RUNX1T1Y;

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

— ocTphIi mpomuenonuTapubii 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) mm t (3; 3) (921; 926.2) RPN1-EVI1;

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

— OMJI ¢ mutated NPM1;

— OMUJI ¢ mutated CEBPA.

! TTocne a66pesuarypsl octporo neiikosa (OMJI, OILI u ap.) cnexyer 0603HaYEHHE XPOMOCOMHOM aHO-
manmu t (8; 21) (g22; g22), 3arem — cnutHOro xumepuoro 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);

— OCTPBII MOHOOJIACTHBIN/MOHOIIMTAPHEIH JIeliko3 (M5);

— OCTpBII 3pUTPOUIHBII Jieliko3 (M6);

— OCTpBI MerakapuoOIacTHbIi jeiko3 (M7);

— OCTpbIi 6a30(PUITBHBIN JEHKO3;

— OCTpPBI MAaHMUENO03 ¢ MUETOPUOPO30OM.

3. OMJI, cBsizaHHBIE C MUETIOIUCIIIACTUYECKUMHU NU3MEHEHUSIMU.

4. OMJI, cBs3aHHBIE C Tepanuei.

5. MuenouiHbIe HEOIJIa3Mbl, aCCOIIMMPOBAaHHbIE C CHHAPOMOM [layHa.

6. bractHas mnasmManuToOuIHAS JEHAPUTHOKIETOUYHAS HEOIIa3Ma.

Muenonponugepamusnvie neonnazmvr — coOUpaTEIHLHOE HA3BAHUE TPYII-
bl XPOHUYECKHX JIEMKO30B, BO3HUKAIOIINX U3 KPOBETBOPHOU CTBOJIOBOM KIIETKH,
KOMMHUTHPOBAHHOM B HaIPaBJIECHUU OJHOW WU 00Jiee MUEIOUIHBIX JIMHUMA (Tpa-
HYJIOUMTApPHOU, SPUTPOLUTAPHON, MEraKapuoOLUUTapHOU, MacTouuTapHoit). K sToii
rpynme JIeHKO30B OTHECEHBbl XpOHMYECKWi MuenougHbli neiiko3 BCR-ABL1
MO3UTUBHBIN, XPOHUYECKUN HEUTPODUIBbHBIA JIEMKO3, UCTUHHAS MOJUIATEMUS
(polycythaemia vera), mepBUYHBIN (MIUOMATHYCCKUIH) MHET0PHOPO3, 3CCEHIIU-
ajbHass TPOMOOIUTEMHUS, XPOHUUECKUNA 303MHOMUIIBHBIN JIEWK03 Hecnenuduiu-
POBaHHBIN, MACTOKJIETOUYHBINA JIEWKO3, MUETONPOIH(pEpATUBHBIC HEKIACCUDUIIN-
pyEMBbI€ HEOIUIA3MBI.

Muenooucnnacmuueckue cuHOpombl — TETEPOTEHHBIE OIyXOJEBbIE 3a00-
JIEBAaHUSI CUCTEMBI KPOBH, MPH KOTOPBIX MOPAXKAETCS MOJIUIIOTEHTHAs! CTBOJIOBAs
KPOBETBOpHAs KJIETKA WJIM MHEJIOUJIHBIA MPEAIIECTBEHHUK KOCTHOTO MO3ra
C HapyIICHUEeM CO3pEBaHUs, NUCIUIA3HEeH U NTUCPYHKITUEH KIETOK KPOBHU, a TAKXKe
OJIHO-, JBYX-, TPEXPOCTKOBOW LMUTONEHHUEN BCIIEACTBHE AIlONTO3a IUCIIA3UPO-
BAHHBIX KJIETOYHBIX 371eMeHTOB. Bumsl MJIC: pedpakTepHble HUTONEHUU® ¢ OJI-
HOJIMHEWHOM aucruiasuei (pedpakrepHas aHemusi, peppakTepHas HEUTPONEHUS,
pedpakrepHas TpoMOOUUTONEHUS), pedpakTepHas aHEMUSI C KOJbLEBBIMU CHJIE-
pobitactamu, pedpakrepHas aHeMHsl ¢ U30BITKOM 0J1acTOB, pedpakTepHas UTO-
MEHUsI ¢ MHOXKECTBEHHbIMU JucIuiazusiMu, M/IC ¢ uzonupoBanHou aenenuen 5q,
nerckue M/IC, neknaccuduimpyemosie MJIC.

Muenooucnnacmuueckue/muenonponughepamugnovie Heon1aImol — TPYI-
na JIeKOo30B ¢ uepTaMu, xapakrepHbiMu Kak st MJIC, tak u anst MITH. K stoit
IPyNIe OTHOCATCA XPOHUYECKUM MHUEIOMOHOLMTAPHBIA JIEMKO3, aTUINUYECKUN

2 Lludpossie o6o3nauenus OMJI cootBerctByroT FAB-Kknaccudukamuu (1976 1.).
% Pe(hpakTepHbIE IUTONIEHUH — AHEMHUH, HE CBS3aHHbIE ¢ AedumuToM BuTaMuHA Bip, pommueBoit Kkuco-
THI U JKelle3a; CTOMKHE, pE3UCTEHTHBIE K TepaIii HEUTPOTIEHUH U TPOMOOIIMTOIICHHH.
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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). YuauThIBas IepBUYHOE BOSHUKHOBEHHE JIMM(POOIACTHOTO JICHK03a B KOCT-
HOM MO3T€ U TpaHc(opMaIiio B OCTPhIH Jieliko3 TuMdoOIacTHON TUMGPOMBI TIPH
ee Jeiikemuzanuu, B 0603HaueHnu OJIJI ucnonap3yroT cOOCTBEHHO Ha3BaHUE JICii-
KO3a C 00s3aTeNIbHBIM BKJIIOYEHHEM TepMHuHa «IumdoOnacTHas aumdpoma». Ot-
ctoga B-, T-ocTpslit muMdoOmacTHI Jeiiko3 KiaccuPpuuupyroT kak B-, T-ocTpblit
auMdoOaacTHbIN neitko3/mumdoodnactaas mumdoma (B/T-OJJ/numdoma). Knac-
cuduxarusa EGIL (EBpormeiickas rpynmna UMMYHOJIOTHH JICHK030B, 1995 r.) mo3Bo-
auiia BeIIEUTh cneaytomue Bapuantel B-OJIJT u T-OJUI, TpeOytoniue pa3nuyHbix
porpamm Jie4YeHHs, HA OCHOBAaHUU UMMYHO(EHOTHUIIA JIEUKO3HBIX TUM(P00OIacTOB
(Habop moepxHOCTHBIX CD-aHTUTEHOB, ONpenensomux ypoBeHb auddepeHIu-
POBAaHHOCTH OJIACTOB M UX MPUHAMIIEKHOCTh K T- 1 B-nmuHusm):

1. B-OJIJI/numdomsi:

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

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

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

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

2. T-OJUJI/mampomsr:

— npo-T-OJIJT (cCD3*, CD7*, CD34*, TDT");

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

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

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

B knaccudukamun BO3 (2008 r.) BbIACICHBI CISAYIOMINE HO30JOTHYESCKUE
rpynnbl OCTPbIX JUMQOJIEHKO30B!

1. B-OJIJI/mumpoma NOS.

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

— B-OJUUl/numdoma c t (9; 22) (934; q11.2) BCR-ABLIJ;

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

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

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

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

— B-OJIJI/mumdoma ¢ TunepauIionnei;

— B-OJIJI/mumdoma ¢ runoAurIoninei.

3. T-OJUJI/numpoma.

4 B ckoOKkax 1aH MMMYHO(EHOTHII JIelKo3a — Habop CD-aHTHIeHOB.
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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 JTEHKO3;

— 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 JIp. (cM. puc. 1).

B knaccudukanuu BO3 (2008 r.) BeIiesIeHa TpyIia OCTPHIX JICHKO30B «acute
leukaemias of ambiguous lineage» (ocTpbie JIE€HKO3bI HEOMPEACICHHON (ABOM-
CTBEHHOM) uHUU qudHEepeHIIMPOBKU), JTaHHBIX Ha puc. 1.

OCTPBIE JIEMKO3BI. OBIIIAS XAPAKTEPUCTHUKA

B TedeHun OCTPBIX JIEMKO30B BBIICIISAIOT:

— TIEPBBIA OCTpPbIN NIepuo (1e010T, niau MaHudecTanus 3a00J€BaHusA);

— Pa3BEPHYTYIO CTAAUIO;

— PEMUCCHIO;

— pELUIUB.

Jlo mosiBIEHUSI COBPEMEHHBIX ITUTOCTATUYECKUX MpernapaToB W MPOrpaMm
JICYEHHS] OCTPBIN JIEHKO3 ObLI (PaTaibHBIM Ha BBICOTE€ MAHU(ECTAMU U Pa3BEPHY-
TOM CTaluu CO CPeIHEN MPOJOIKUTEIHHOCTHIO KU3HU TAIMEHTOB 2,53 mecsia.
B HacTosimiee BpeMs OTMEUaKOTCSl JJIMTENIbHBIE PEMHUCCUU, 32 KOTOPBIMU MOKET
cleoBaTh peuuauB. Pemuccus MokeT OBITh TMOJHOW M HEMOJIHOW: KIMHHKO-
reMaTOJOTHYECKOW, KIMHUKO-IIUTOJIOTHYECKON, MOJEKYIIPHO-OMOIOTHICCKOM.
[ToHOW KIIMHUKO-TEMATOJOTMYECKOM PEMUCCUEN MPHUHATO HA3bIBATH TO COCTOS-
HUE€ KPOBETBOPEHUS, KOT/Ia B HOPMO- UM YMEPEHHO-KJIETOYHOM KOCTHOM MO3Te
oOHapy>kuBaeTcs He 6oiiee 5 % OIacCTHBIX KJIETOK, B TepudepruIecKoil KpOBHU rpa-
HynouuToB — He Menee 1 - 10%, tpomGormTos — 100 - 10%01, npu 5ToM 3KCTpa-
MEIYJUISIPHBIE OYark JICMKO3HOTO MOpakKeHUs OTCYTCTBYIOT. llanmeHT cuuTaercs
BBI3JIOPOBEBIIINM, €CJTU MOJHAsT KIMHUKO-TEMAaTOJIOTUYeCKasi pEMUCCUS COXPAHSET-
cst 6osiee 5 set. 3a mepBoe aecsaTwieTne XXI B. MATHWIETHsIS Oe3peluIuBHAS BbIKU-
BaeMmocTh mpu OMJI B cpemHem coctaBuia 6osee 35 % (M. A. Bonkosa, 2011 1.).

IIposiBieHust OCTPOro JIelKo3a B OCHOBHOM CBSI3aHBI C METAIUIA3UEN JIEUKO3-
HBIMH 0JIacTaMU HOPMAJIHHOM TeMOMO3TUYECKONW TKaHU KOCTHOTO MO3Ta, YTO MPHU-
BOJUT K TSDKEJIOW KOCTHOMO3TOBOM HEAOCTATOYHOCTH U (POPMUPOBAHUIO aHEMU-
YECKOT0, TeMOPParudecKoro, MHPEKIMOHHOTO CHHIPOMOB.

AHeMHYeCKUN CHHAPOM BBI3BaH IOJIABJIEHUEM 3PUTPOIIOA33a JIEMKO3HBIMU
OJlacTaMu | TIpEACTaBIICH TSDKEJIOW METalulacTHYecKol aHemuel. 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 00YCIIOBIICH Pa3BUTUEM MaHIIUTOINICHUH, MUEJIO-
TOKCUYECKOT'0 arpaHyJoIUTo3a U MaHMUETO(PTU3a, MPOBOLMUPYIOUIUX TSKEIbIE
BUpYCHBbIE (TJIAaBHBIM 00pa3oM TepreTHYecKrue) U OaKTepuabHbIE MOPAKEHUS
OopraHu3ma.

I'unepniacrtuyeckuii cMHAPOM OOYCIIOBIIEH OOpa30BaHUEM 3KCTpameryJ-
JSIPHBIX UHOUIBTPATOB Tpoirdepupyromux 0JacTOB B OpraHax M TKaHsIX, YTO BbI-
3bIBaeT JUM(aJCHONATHIO (PETMOHAPHYIO WM Te€HEpaIM30BaHHYIO), TermaToMera-
JIMIO, CIJIEHOMETAJINIO, TUIEPILIa3UIo JECEH, 00pa30BaHUE KOKHBIX JIEUKEMUJIOB.

HeiipoJsieiikeMu4ecKuii CHHAPOM (HeHPOJIeiK03) CBsi3aH C METacTa3upo-
BaHMEM OJIACTHBIX KJIETOK B MO3TOBbI€ 00OJIOUYKH TOJIOBHOTO M CIIMHHOTO MO3ra,
HapyILIEHUEM MO3TOBOI0 KPOBOOOpAILEHUSI, PA3BUTUEM MEHUHTEATIbHBIX U THIIEP-
TEH3UBHBIX COCTOSIHUM, o4aroBeix nopaxkenuit [IHC ¢ napyieHusMu J10KoMOTOp-
HOUM U ceHCOpHOM (PyHKIMH, OJacTHOM MHPMIbTpAlME YePEeTHOMO3TOBBIX U Tie-
pudeprueckux HepBOB ¢ (opMHUpoBaHMEM O00JeBOro cuHapoma. bracTHble
nponudepaTsl B KOCTSAX M CyCTaBaX BBI3BIBAIOT MHTEHCHUBHBIE 0OJIM — OCCAJITUU
U apTpaJTuu.

NHTOKCHKAIIMOHHBIH CHHAPOM TIPOSBIAETCS JUXOPAAKOHN, CI1abOCThIO,
aHOPEKCHEH, CHUKEHUEM MacChl TeJla, KaXeKcuen, OypHO HapacTaloluX MpHU BbI-
paXEHHOW PE3UCTEHTHOCTU K IUTOCTATUYECKON XUMUOTEPAITHH.

B nepudepudeckoit KpoBU NPU OCTPHIX JieKO3aX OJacTHBIE KIETKH MOTYT
coctaBaTh 90-95 % Bcex neiikoruToB. B 1e610TE OCTpOTro Jielko3a KOJIHMYECTBO
JNEWKOIMTOB B TepU(EpHIECKOi KPOBH BapbupyeT B npeaenax ot < 1 - 10%x mo
(200-300) - 10%x; BEIABIAIOTCA aHEMUs, TPOMOOLIMTOIICHHS MM TTAHLUTONEHUS,
nevikemuueckuit mposai (hiatus leukaemicus). OcTpplii JeHKO3 TUATHOCTUPYETCS
B Ciiydae oOHapyxeHusi B KOCTHOM Mo3sre > 20 % OjacTHBIX KJIETOK (10 paHee
CYILIECTBYIOIIUM HOpMaM MUHUMYM 30 %), a Takxe MpU BBISIBICHUHN XapaKTepPHO-
ro reHHoro Jedexra.

OCTPBIE MUEJIONIHBIE JJEMKO3BbI
(Acute myeloid leukaemias)

OcTpble MHEJOUIAHBIC JIEHKO3bI — TETEPOTreHHAs TPyNIa OCTPBIX JIEUKO-
30B, BO3HUKIIMX M3 3JI0KAYECTBEHHO TPaHC(HOPMHUPOBAHHOW KIETKU-TIPEAIIECT-
BEHHUKA MHEJIONO0A3a WM TEMONOITUYECKON CTBOJIOBOM KJIETKH KOCTHOTO MO3ra.
Pa3HopoIHOCTH JIEMKO30B ATOM TPYMIILI CBsI3aHAa TJIABHBIM 00pa30M ¢ MPUHAIIIEHK-
HOCTBIO K Pa3JIMYHBIM JIMHUSIM MHUEJIOUTHOTO KpoBeTBopeHus. Okono 10 % OMJI
MMEIOT JSPUTPOUJIHYK) M METakapuOLUUTAPHYK) JIMHEMHYI0 HAIpaBJICHHOCTb,
OCTaJIbHbIE — I'PaHYJIOLUTAPHYIO U MOHOLIUTAPHYIO.

I'pynma OMJI NOS. ['maBHbIM OTIMYMEM JEMKO30B JAaHHOM TPYIIbI SIBIIS-
eTCsl pa3inyHasi cTerneHb TudPepeHInpOBaHHOCTH JEHKO3HBIX 0JIACTOB, YTO MPO-
SBJIIETCSI B OCOOCHHOCTSIX CUMIITOMATHUKH M TIPOTHO3€ 3a00J1eBaHU. DTH BapuaH-
ThI JIENKO30B SIBJISIFOTCS IIPOU3BOAHBIMU KPOBETBOPHOW CTBOJIOBOM KJIETKH.
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Ocmpotii muenoonacmustii 1€iKo3 ¢ MUHUMAIbHOU Oughepenyuposkoil
(M0) xapakTepu3yeTcsi OTCYTCTBUEM MPU3HAKOB MUEIOUIHON AuddepeHInpoBKU
B UUTOMOP(OJOTUYECKUX U IUTOXMMHUUYECKHX HCCIeAOBaHUAX. MuenouaHas
npupoza 61acToB 0OHApyKUBAETCSA NMPU UMMYHO(DEHOTUITUPOBAHUHN U METOIAMHU
YIBTPACTPYKTYPHOUH ITUTOXMMHUHU, YTO MO3BOJIMIIO OTIMYUTH 3TU Bapuantel OMJI
ot OJUJL. Otot Bug OMJI yaie BCcero AMarHOCTUPYETCS Y MIIAJICHLIEB WU MTOXKH-
abix monaen 60—70-netHero Bo3pacta. KieTounslii omyxosieBblii cyOcTpaT KOCTHO-
ro Mo3ra u nepudepudeckoil KpoBH MPEACTABICH CPEIHUMH U MEJIKUMH Ojacta-
MU 0e3 3epHUCTOCTH (HamoMmMuHarommmu numdobnactel), B 40 % cmoyuyaeB
AKCIIPECCUPYIOIIMMU TOJBKO CTBOJIOBOKIETOUHbIN anTureH CD34, a taxxe CD38,
HLA-DR, uto yka3bIBaeT Ha HE3PEIOCTh OJIACTHBIX KJIETOK M HEOIArompusTHBINA
poruo3 3adoseBanus, a B 60 % ciayuyaes skcrnpeccupyronmmu, kpome toro, CD13
u CD33, cBHUIETENbCTBYIOUIMMUA O MHUEIOUJIHOM MPOUCXOXKIECHUU JIEHKO3a.
TspkecTh KIMHUYECKOTO COCTOSHUSI CBfA3aHa C MAHIMTONEHHUEH, OONbLIUM Mpo-
LEHTOM OJIACTHBIX KJIETOK B KDOBH U KOCTHOM MO3T€.

Ocmpotii muenoonacmuslii neiko3 6e3 cospesanusn (M1) xapakrepuzyercs
BBICOKMM IPOLEHTOM OJIaCTOB B KOCTHOM MO3re 0€3 BBIPRXKEHHBIX IPU3HAKOB
HehTpoduibHoi muddepenuupoku. Peructpupyerca no 10 % cioygaes OMJI,
yaiie y JiroJiei 3penoro Bo3pacra. KimmHudyeckrue nposBieHHs B nepudepruyeckon
KpOBU: aHEMMsI, TPOMOOLIUTOIIEHUS, HEUTPONIEHUS; COAEepKaHue OJacTOB B KOCT-
HOoM Mo3re — > 90 % OT Bcex HEIpUTPOUAHBIX KieToK. Kierounsrii cybctpar
IIPEICTABIEH MUEIOUIHBIMU OJacTamMH, 4acTO HAOMHHAIOUIMMU JTUM(}OOIACTHI,
C OTCYTCTBHEM a3ypO(HILHON 3€PHUCTOCTU UM €IUHUYIHBIMU TpaHyIaMu/maioy-
KamMu Ayaspa MeHee 4eMm y 3 % 011acTOB, BBICOKUM SIE€PHO-IIUTOIIA3MATUIECKUM
cooTHouleHHeM. MIMmyHopeHoTHIT XapaKTepU3yeTcs: SKCIPECCUPOBAHUEM MHEIIO-
uaHbix antureHoB CD13, CD33 u Hespenoro crBosoBokietrouHoro CD34.

Ocmpotii muenodaacmuslil 1eiko3 ¢ cozpesanuem (M2) xapakrepuzyercs
HAJIMYMEM B KOCTHOM Mo3re W mnepudepudeckoid kposu > 20 % neldko3HbIX Oa-
CTOB, a Takxke > 10 % co3peBarmux KIETOK HEUTPOPUILHOM JIMHUH, YTO SBISETCS
npu3HakoM uMmerotelics nuddepenurpoku. JlaHHBIA BapuaHT JeiKo3a BCTpeda-
eTcsl B J1I000H BO3pACTHOM rpyIine, 0JJHaKO NpeodiagacT y NalUeHTOB B MOXUIOM
Bo3pacte (= 60 ner). KinmHu4eckue MNpOSBICHUS OTIMYAIOTCS HapacTaIOIIMMU
aHeMuen, TpPOMOOIIMTONIEHUEH W HEUTponeHuel ¢ BapuaOeTbHbIM YHCIOM CyM-
MapHBIX JIEMKOLUUTOB U JIEUKO3HBIX OJaCTOB B KpoBH. JIeilko3HbIE MUENOOIACTHI
npecTaBICHbl TUM(}OOIACTONMOAOOHBIMUA MEKUMH U CPETHUMHU KJIETKAMU C BbI-
COKHM SIICPHO-IIUTOTUIA3MATHUECKUM COOTHOIIICHHEM, a TaKXe KPYMHBIMH, Ipa-
BUJIBHOW OKPYTJION opMBI O1acTaMu ¢ €IMHUYHBIMU a3ypo(UIbHBIMU TpaHyia-
MU | TIaJjoukamu Ay3pa B 0a30(pHIIbHON MHUTOIIA3Me, OTYETIIMBBIME SIPBIITKAMH
B HEXKHO-CETUaTOM sizipe. B 3penbix HelTpoduiax BhISBISIOTCS MPU3HAKHN AUCILIA-
3ud. B KOCTHOM MO3re yBEITMYMBAETCS COJAEpXKaHHE S03MHO(MMIBHBIX IpeIe-
CTBEHHHKOB, 0a30(UI0B U MacTOIMTOB. IMMyHO(DEHOTUITYECKAsT 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 ganHoro 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-
Yasi IpOMOHOIUTHI). KiteTku kaxmaoi u3 HeHTpouiIbHOH U MOHOIMTAPHOM JIMHUHN
C MPEIUIECTBEHHUKAMH COCTaBISIIOT He MeHee 20 % KJIETOK KOCTHOIO MO3ra.
OcCTpblii MUEIIOMOHOLIMTAPHBIN JIEIKO3 BCTpedaeTcs B JIFOOOH BO3PACTHOM IpyIiIe
(menuana Bo3pacta — 50 neT). Y manueHTOB BBISIBISIOTCS JIMXOPaJKa, C1ab0CTh;
B KPOBU PETUCTPUPYIOTCS aHEMUSI, TPOMOOIIUTONIEHUSI, MHOTOYUCIICHHBIE OJIACTHI.
KiieTounslii cyOCcTpar Jieiiko3a npe/icTaBiIeH JEHKO3HBIMU MOHOOJIacTamMu (KpyT-
HbIE KJIETKU ¢ OOMJIbHOM IUTOIIA3MOM, CoAepKalleil paBHOMEPHYIO a3ypopuiib-
HYI0 3€pPHHUCTOCTh, SIAPOM C HEXKHBIM KPYKEBOM XpOMAaTHHA M HECKOJIbKHUMH
OTUYETJIMBBIMH SJIPBHIIIKAMH); MPOMOHOIUTAMHU (KJIETKA HENMpPaBUIBHOU (HOPMBI
C KpymHOU a3ypouiIbHON 3€pPHHUCTOCTHIO B IIUTOIUIA3ME, CKJIAAYaThIM SAPOM);
MOHOIIMTaMH (YaCTO BH3YaJIbHO HE OTJIWYAIOUIMECS OT MPOMOHOIIMTOB), MHUEJO-
onactamu tuna M2 B konudectse > 3 %. MoH0OO1aCTh, TPOMOHOLUTHI U MOHOLU-
Thl TIOJIOXKUTEJIBHO OKPAIIMBAIOTCS Ha Hecnenu(puueckyro 3cTepasy, MHesno0a-
CThl — Ha Muesonepokcuaazy. MmyHopEeHOTUIIUPOBAHUE OOHAPYKHBAET He-
CKOJIbKO CYOIOmyJisiiiuii 0;1aCTOB, OJIHU U3 KOTOPBIX SKCIPECCUPYIOT MUEIOUIHbBIC
aQHTUTEHBI, APYrUe€ — TaKXKEe M AHTUTEHbl MOHOIUTApHON audQepeHInpPOBKH.
OtaenbHast cyOnmomyJsiiusg HE3pesbIX OJaCTOB IKCIPECCUPYET CTBOJOBOKIETOY-
HbIN, HEJMHEWHbIC U JTUMQPOUIHBIC aHTUIEHbI. Takas MOJMKIOHOBAas CTPYKTypa
JIEUKO3HOM MOMYJSAILMUUA aCCOIMUPYETCSl ¢ HEOIAronpUsATHBIM MPOTHO30M (YCTOM-
YUBOCTbH K IIUTOCTATUYECKOU TEPAIIHH ).

Ocmpulit MOHOOIACMHBLIL U MOHOUUMAPHDBLIL J1eliko3 (M5) — ocTpble Mue-
JIOUJIHBIE JIEWKO3bI, MpU KOTOphIX 80 % wmim Oojee NEHKO3HBIX KJIETOK B KPOBU
¥ KOCTHOM MO3T€ MOHOITUTAPHOTO MPOUCXOXKICHUS, BKIIOYasi MOHOOIACTHI, MPO-
MOHOIIUTHl U MOHOLMUTHI; MOXET MPUCYTCTBOBaTh MHUHOPHBIN HEUTPODUILHBIMN
kommoHeHT (MeHee 20 % kiaeTok). MoOHOOMIACTHBIN JICHKO3 dYale BCTpedYaeTcs
y IOHOIIEH, MOHOIUTAPHBIA — Yy B3pOCHBIX MYX4HMH. OCTpbIA MOHOOJACTHBIN
U OCTPbId MOHOUMTAPHBIN JEHWKO3bl OTIWYAIOTCS PAa3JIMYHBIM COOTHOLICHHEM
B KpPOBM MOHOOJIACTOB U MPOMOHOUUTOB. IIpu ocTpoM MOHOOMIACTHOM JieHKO3€e
cBbilie 80 % MOHOUMTAPHBIX KJIETOK COCTaBIIAIOT MOHOOIACTHI, IPU OCTPOM MO-
HOITUTAPHOM — MPEO00IaqaI0T ATUIMUYHBIC MPOMOHOIUTHI. [{UTOIOTHS TEHMKO3HBIX
MOHOOJIACTOB U MTPOMOHOIIMTOB OmnucaHa BhIiie (cM. «OCTphIii MHUEITOMOHOIIUTAP-
HBIH JICHIK03»). MOHOOIACThI MOCTOSIHHO HETaTHBHBI IPU OKpAIlMBAHUK HA MUeE-
JIOTIEPOKCUIa3y, B TO BpEMs Kak MPOMOHOIIUTHI MOTYT J1aBaTh IMOJOKUTEIbHYIO
peakiuio. [Ipr ocTpoM MOHOOIACTHOM JICHKO3€ KOCTHBIN MO3T THIIEPKICTOYHBIN
C mpeobiiajaHueM TIOMYJISAIMA KPYyHHBIX HeauddepeHIIMPOBaHHBIX OJaCTOB.
NmmvyHodeHoTuupoBanue 0J1acToB onpeaetsieT abeppanTHyo skcnpeccuto 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, noakoxkHasi, TMHTUBaJibHAas1), U (OPMHUPOBAHUE DKCTPaAMEIyJISIPHOU
HEOIIa3Mbl, MPEUMYIIECTBEHHO MOHOOJIACTHOM capkoMbl. VX jokanu3anus ornpe-
JETSET TKECTh KIIMHUYECKOTO TEYEHUS JIEWKO03a U €r0 MPOTHO3.

Ocmputit spumponeiikos (M6) xapaktepuzyercs npeoOaagaHueM SPUTPOU-
HOM MOMyJISIUU. BeiiensroTcs ABa MOATUIIA HA OCHOBE 3HAYMMOrO HAJIWYUS WU
OTCYTCTBHUS MHEJIOMJHOIO (IPaHyJIOLUTAPHOI0) KOMIIOHEHTA':

1) ocmpuii spumpomuenouonwiti aevxos (erythroid-myeloid), wm octpbrit
SPUTPOMUETIO3, KOTOPHIN OMpeeNnseTcs HaIWuYhueM B KOCTHOM Mo3re > 50 % ot
BCEH AIEPHO-KICTOYHON MOMYJISIIUN SPUTPOUTHBIX TPEIIIECTBEHHUKOB U > 20 %
MUEI00JIACTOB OT HEIPUTPOUIHOM KIETOUHOM MOMYISINY;

2) ocmpbiil wucmo pumpoudnsiil netikoz (pure eritroid), npeacraBnsrommi
HEOIUIACTUYECKYIO0 TMposindepalnio He3penblX KIETOK, KOMMUTHPOBAHHBIX HC-
KJIIOYUTENBHO B 3PUTPOUIHYIO JTUHUIO (= 80 % KJIETOK KOCTHOIO MO3ra) C OTCYT-
CTBHEM 3HAUUMOI'0 MUEJI00JACTUUYECKOIO KOMIIOHEHTA.

OCTpbIil SPUTPOMHUEIIOUTHBIN JIEHKO3 — MPEUMYIIECTBEHHO 00JIE€3Hb B3POC-
JbIX. YHCTO SpUTPOUAHBIN JIEUKO3 YPE3BBIYANHO PEAKUN, MOXKET BCTPEUATHCA
B JII0OOOM BO3pacte, BKI04as feTckuil. KinnHuyeckue nposiBIEHUs] OCTPBIX 3PUTPO-
JIEMKO30B CBS3aHbl ¢ KOCTHOMO3IOBOM HEJOCTATOYHOCTHIO. OCOOEHHOCTSAMHU Ii€-
pudepruUecKoil KpOBHU SIBIIAIOTCS TsKENash aHEMHUS U MHOTOYMCIIEHHBIE LUPKYJIN-
pYIOIIKE B KPOBU aTUIUYHbBIE SPUTPOOIIACTHI.

OcTpbIii SPUTPOMHEITIONIHBIN JIeHK03 MOXeT chopMupoBaThcs de NOVO wiu
pa3Buthes u3 MJIC ninm, MmeHee 4acTo, U3 XpOHUYECKUX MUENIONPOSIU(EepaTUBHBIX
HEeoru1asM. B KOCTHOM Mo3re MpHUCYTCTBYIOT BCE CTaJUHM IPUTPOUIHBIX Ipelie-
CTBEHHHKOB C MpeobsiajaHueM HauOoyiee He3pesblX. DPUTPOUIHBIE TpeAllie-
CTBEHHHUKH JUCIUIACTUYHBI, MEraJIo0JIaCTOUIHBI; IIUTOIIa3Ma COJIEPKUT BaKyOIIH,
4acTo ciaMBaromuecs. Mueno6iacTel CpeAHHX pa3MEpoOB COAEPKAT HECKOJIBKO
[IUTOTIa3MATHYECKUX a3ypOdUIBHBIX TPaHyJI M U3peAKa Mmajouku Ayspa (Mmwue-
no6macThl moo0HKI uMeromuMest mpu OMJI-M1 u OMJI-M2). YacTsl aucmuiacTu-
YeCKHUEe M3MEHEHUS 3peNbIX HEUTpopuioB M MerakapuonutoB. OCTpbIi YUCTO
SPUTPOUIHBINA JIEUKO3 OOBIYHO XapaKTEPU3YETCS HATMYUEM KPYIHBIX U CPETHUX
PUTPOOJIACTOB C OKPYIJIBIMU SIAPAMU, HEXKHOW CEThIO XpOMAaTHHA W OJHOW WM
OoJee HyKJI€oJaMu; LIUTOIJIa3Ma rIy0oko 0a3zoduiabHas, arpaHyssipHas, BaKyOolIu-
supoBaHHas, PAS-peakuus monoxutensHas, auddysHas. UMmmyHopeHOTHTTHPO-
BaHME OJACTOB MPU IPUTPOMHUEIOUIHOM JIEMKO3€ BBISBISIET yTPATy MHUEJIOU/I-
aCCOIMMPOBAHHBIX MapKepoB, HU3KYIO dkcrpeccuro CD71. Dputposeikossl B 1ie-
JIOM OTJMYAIOTCS OCOOEHHO arpecCMBHBIM KIMHHUYECKUM TEYEHHEM U IUIOXUM
IIPOTHO30M.

Ocmputit mecakapuooaacmuwtii aeiko3 (M7) — Bapuant OMJI, ¢ konuue-
ctBOM Os1actoB > 20 %, u3 kotopsix 50 % mpuHAATIEKAT METaKapUOIIUTAPHOM JTH-
HuM. OQHAKo 3Ta Kateropus Hckimodaer ciaydan OMJI ¢ MuenoaucIiacTHIeCKH
CBSI3aHHBIMH W3MEHEHHSIMHU, OCTPBIH METakapuoOJACTHBIN JIEHKO3 C MOCTOSTHHOU
xpomocoMHoi anomanueii t (1; 22) (p13; q13) u apyrue OMJI ¢ MOCTOSHHO TO-
BTOPSIOIIMMUCS (PEKYPPEHTHBIMU ) XPOMOCOMHBIMU U T€HHBIMU aHOMAJTUSMU TIPU
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BOBJICYCHUM B JIEWKO3 MErakapuOLUTAapHOW JIMHUM. DTO pPelKoe 3abojieBaHUE
XapaKTepU3yeTcs CIAEAYIOMUMHA OCOOCHHOCTSIMU Nepudepuueckoi KpoBH: ITUTO-
neHuen (aHemus, JEUKOMEHUs, TPOMOOIIMTOIICHUS, PeXe TPOMOOIIUTO3), TUCILIA-
31e HEUTPOPHUIIbHBIX, HE3PEIIBIX IPUTPOUTHBIX, TPOMOOLUTAPHBIX U METaKapuo-
IUTapHBIX DJIEMEHTOB. B psje ciaydaeB OTMEYaeTcsl TenaToCIUICHOMETanus
U HaJM4YUe HKCTPaMEAYJUISIPHBIX MEIUACTUHAIBHBIX CTBOJOBOKIETOYHBIX HOBO-
oOpazoBanuii. OmyxoJeBble MErakapuooIacTsl — aTUnuyHble HenauddepeHupo-
BaHHBIE, JIUM(poOiacTonogo0Hbie KiIeTku. [IporHo3 HeOmaronpusITHBIN, T. K. Ba-
PHAHT JIEMKO03a YCTOWYMB K IUTOCTATUYECKON TEPAIIUU.

Ocmpotit 6azounvubiit neixko3 — Bapuant OMJI ¢ auddepenunanuei
KJIETOK 0a30(MIbHON HaNpaBICHHOCTH. SIBiseTcs kpaitHe penkon ¢popmoit OMJL
(menee 1 % cinyuaes OMJI). XapakrepusyeTcsi TSKeNI0i KOCTHOMO3TOBOM HEJO-
CTaTOYHOCTBIO (HaJU4YMEM B KPOBM arjlaCTUYECKON aHEMUU, JIEHKONEHUH, MUEIIO-
TOKCHUYECKOI'0 arpaHyJIoLuTO3a BIUIOTh JO MAaHMUENO(THU3a), HATMYUEM LIUPKYIIH-
pyromux 01acToB, KOXHBIMU OJACTHBIMHU HMH(WIBTpaTaMu, OpraHoOMeraiuei,
HapyLICHUSIMU U CUMIITOMaMHU, CBSI3aHHBIMU € TUneprucraMuaeMueii. Kinerounsim
CyOCTpaToM SBIIAIOTCS OJAaCThl CPEAHUX PA3MEPOB C BBHICOKHUM $JIEPHO-IIUTOILIA3-
MaTHYECKUM COOTHOILIEHUEM, KPYTJIBIM SIIPOM C TUCHEPCHBIM XpPOMaTHHOM M He-
CKOJIbKUMH HYKJIEOJIaMH, LIUTOIIa3Ma YMEpPEHHO 0a30(uiibHas1, COAEPKUT BapHa-
OesibHOE YMCIIO TPyObIX 0a30pMiIbHBIX Ipanyi. uddepenurpoBannbie 6a30puibl
BCTPEYAIOTCS PENKOo. B 3pUTpOMIHBIX NpenIIecTBEHHUKaX MOTYT OBITh JUCILIa-
cTUueckue HapyueHus. UMMyHO(EHOTUIUPOBAaHUE OJIACTOB BBISBISIET SKCIIPEC-
cupoBanue MmuenouAHbeIx MapkepoB (CD13, CD33), mononurtapaoro (CD11b)
u mumbonaaoro (CDY9). Habmomaembie ciaydan JaHHOTO JIGHKO3a aCCOIMUPOBAHbI
C KpaiiHe HeOJaronpUsITHBIM POTHO30M.

Ocmpulit naumuenos ¢ muenopuopozom — octpas NaHMHUEIOUAHAS TPO-
audepanus ¢ yBeJIMUYEHHBIM COJIepKaHueM 0J1IacTOB, COITPOBOXKAaroImascs Guopo-
30M KOCTHOTO Mo3ra. 1o kpaitHe peakuit Tun OMJI, hopmupyromnuiics nepBUYHO
y B3pociibix U nereil. Kinetounslit cyOcTpar npeicTaBieH eIUHUYHBIMU aTHUIIHY-
HBIMH pUTpoOIacTaMu, MUeI00IacTaMu, MerakapuoOiacTaMd U MeraKapuoIlu-
TaMu. B MueIOHMIHBIX KJIETKaX MMEIOTCS AUCIUIacTUYecKue Hapymenus. Yacto
OoOHapy>KMBAIOTCs aHOMaJbHble TPOMOOLUUTHI. B mepudepryeckoil KpoBU BBISAB-
JSIOTCST MPU3HAKU TSHKEJIOM KOCTOMO3TOBOM HEIOCTATOYHOCTH (MHUEIOTOKCHYE-
CKUW arpa”yjouuTo3, manmMuenodtus). IlyHKTaT KOCTHOrO MO3ra HE BO3MOXKEH
WK O€IeH B CBS3M C BBIpAXXEHHBIM (prOpo30M (pacnpoCTpaHEHHBIM PETUKYJIUHO-
BbIM (prOpo3oM KOCTHOro mo3sra). Muentudukanuu tuma 01acTOB COAEHCTBYET
MMMYHOTUCTOXMMHSI OuonTara KOCTHOTO MoO3ra. MakcuMaiabHOE CojliepKaHue
OmactoB B KocTHOM Mo3re — 20-25 % (atunmunble HeauddepeHITMPOBAHHEIC),
OHHM IKCIIPECCUPYIOT paHHUI cTBOJOBOKIETOUHBIH CD34 1 oquH U3 MUETOUIHBIX
anturenoB (CD13, CD33, CD117). 3aboneBanue pa3BUBAETCS MEPBUYHO, TIPOSB-
JISIETCSL OCTPBIM HavyasioM (c1a00CTh, YTOMIIIEMOCTb, JIMXOPaiKa, 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 TF€HETHYECKUMH aHoOMaJusimu. OMJI
c1(9; 11) (p22; q23) u o6pazoBanuem ciauraoro reia MLLT3-MLL na nepuBate
11-#1 XpOMOCOMBI — OCTPBI MUEIOUIHBIN JICUKO3, aCCOIIMMPOBAHHBIN ¢ MOHOIIH-
TapHOW JIMHHEW MUEIOWJHOTO KpPOBETBOPEHMS, paHee H3BeCTHhIM kak OMJI
c 11923 anomanusmu. [locTynupyeTcss NpoUCXOKACHUE JIEMKO3a U3 TE€MOIO3TH-
YECKOM CTBOJIOBOM KJIETKM KOCTHOrO Mo3ra. OtuM BapuantomM OMIJI 3abomneBatot
MPEUMYIIECTBEHHO JIeTU Miajiero Bo3pacta (1o 12 % OMII, BcTpedaromuxcs
y neTrei), u auiib 2 % COCTaBISIOT B3pOCIIbIe MAallueHThl. B OCHOBE ero maroreHe-
3a JIGKUT CTpyKTypHasi mnepectpoiika MLL-nmporemna — ructoHoBONM MeETHII-
TpaHcdepasbl, COCTABHOTO KOMIIOHEHTa OEJIKOBOI0 KOMILJIEKCA, PETYIUPYIOIIETro
reHHyo TpaHckpumnimio. [lo kinetounomy coctaBy 3ToT Bapuant OMIJI nonoben
OCTPOMY MOHOIIUTAPHOMY M MHUeloMoHoIuTapHoMy Jieiiko3am (NOS), omnako
C IpeolIialaHieM aTUIMUYHBIX MOHOOJIACTOB U TPOMOHOITUTOB B MEpU(pEpUIECKOM
KPOBU U KOCTHOM Mo3re. JIeliko3Hble MOHOOIACThl U IPOMOHOIIUTHI MOJI0KUTEb-
HO PEaKTHBHBI Ha HecenuPpuIecKyro ctepasy. UMmyHodeHoTun 6;1acToB y me-
JUATPUUECKUX TMalMEHTOB XapakTepHU3yeTcsl aTHUNUYHON AuddepeHIInpOBKO:
skcnpeccueit CD33, CD65, CD13 (mMuenounnbie anturersl) 1 CD34 (cTBOIOBO-
KJIETOUYHbIA aHTUreH). B kimHuueckol kapTuHe noMuHupyroT JBC-cunapow,
OysactTHast MHQUIbTpALUS TKAHEH: JECEH — THUHTUBUTHI, KOXKU — JICUKEMUIbI
u 1p. B nebrote 3abosieBanus 0OHApYKUBACTCS SKCTpaAMEyJUISIpHAS MOHOYUMAap-
Has capkoma. JInarHo3 yCTaHaBIMBAETCS MPU BBISIBJIEHUU B KOCTHOM MO3re M Ie-
pudepuueckoit kposu > 20 % neHKO3HBIX 0JacTOB, MOCIEe OOHAPYKEHUS Xapak-
TEPHOM N'€HETUYECKON aHOMAJIWH.

OMJI (mezaxapuoonacmuouir) ¢ t (1; 22) (pl3; g1l3) RBM15-MKL1 —
OMUJI ¢ BOBIEYEHHEM MPEUMYILIECTBEHHO MerakapuouutapHo aunuu. [loctynu-
POBaHHBIM NPEAIIECTBEHHUKOM SIBIISIETCS KIIETKA-MPEAIIECTBEHHUK MHUEION033a
MerakapuouuTapHoil uHuU. B ocHOBe maroreHne3a nqanHoro Bapuanta OMIJI se-
KUT MOAYJIUPOBAHUE XPOMATHHOBOM OPTaHU3aIMU AJipa B CBSI3U ¢ (POPMUPOBAHU-
em ciutHoro reHa RBM15-MKL1 1 Bo3MOXXHBIM HapyllieHHeM TPaHCKPHUIIUOH-
HBIX TMpoleccoB. Jto Haubonee penkuit BapuanT OMJI paccmarpuBaemoit
noarpynmnsl (MeHee 1 % ciayuaes OMIJI), BcTpewarommiicss IIaBHbIM 00pa3om
B TIEpBbIC 6 MECSIEB KU3HU, eNUHCTBEeHHAss popma OMII, 3apeructpupoBaHHas
TOJIBKO y MJajieHIleB. 3a00JeBaHrue NUArHOCTUPYETCS y JeTel ¢ mepuoja HOBO-
POXKJIEHHOCTH J10 3 neT (Bo3pacTHas MeauaHa 3a00JeBaeMoCcTd — 4 Mecsila Ku3-
Hu). Knunnyecku nansbii BapuanT OMJI mposiBisieTcss BbIpaKEHHOM TIemnaTo-
CIUICHOMETAJINE, aHeMHEH, TPOMOOITUTOIICHHEH, YMEPEHHBIM JICHKOIIUTO30M.
Mopdonornueckum cyOCTpaToM JI€iiK0o3a SBISIOTCS TJIABHBIM 00pa3oM aTHINAY-
Hble MerakapuoOacTel (IuM(}00IaCcTOMOM00HBIE KISCTKH C BBICOKHM SIICPHO-
IIUTOILIA3MAaTHYECKUM COOTHOIIIEHUEM), a TaKKe JUCIIACTUYECKHEe 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.

OMII c t (8; 21) (922; 922) ¢ dopmupoBanueMm ciutHoro rena RUNX1-
RUNX1T1 — Bapuant OMIJI ¢ norenumanom nuddepeHrpoBaHus HEUTPO-
buabHON HampaBiIeHHOCTHU. J{MarHOCTHpyeTCs y JeTed CpeaHero W CTapilero
IIKOJIBHOTO BoO3pacta. IlocTynMpoBaHHBIM NPEAIIECTBEHHUK JTOTIO JIEMKO3a —
37I0KQY€CTBEHHO TpaHC(HOPMHUPOBAHHASA KJIETKA-MIPEIIICCTBEHHUK MHEION033a.
B ocHoBe marorene3a manHoro Bapuanta OMJI, BeposITHO, JIEKUT abeppaHTHOE
CTPYKTYPUPOBAHUE SIICPHBIX TPAHCKPUIIIMOHHBIX KOPEMPECCOPHBIX KOMILIEKCOB
B cBs13u ¢ popmupoBanrneM RUNX1-RUNXI1TI1 ciutHoro rexa.

B neb6iote 3a0oneBaHus BBISBISIOTCS MUEIO0IACTHAS CapKOMa, KOCTHOMO3-
roBasi HEIOCTATOYHOCThH B BUJIE NaHIUTONEHUU. KieTouHslil cyOcTpar npeacras-
JIEH aTUMUYHBIMU MHENI00JIacTaMu ¢ 0OMIbHON 0a30(pMIBHON IIUTOIIA3MOM C Tie-
PUHYKIIEAPHOW 30HOW MPOCBETIICHHS, COJEPHKAUIEH MHOTOUYHCICHHBIE KpPYITHbBIC
azypodunbHbie Tpanyibl (rceBao-Chediak—Higashi-rpanynsr). B Omactax dacto
OOHapY>KUBAIOTCS MAJIOYKU Ay3pa B BUJE OTUETIMBBIX, JJIMHHBIX, TOHKHUX, C 3a-
OCTPEHHBIMHU KOHIIAMH 00pa30BaHUil U3 a3ypodUIIbHBIX TPaHyJl, MPUYEM OHU MO-
ryT OBITh BHUJIHBI U B 3peibIX HeWTpodmiax. B KocTHOM Mo3re ompenemnsitorcs
HEUTPO(DUIIbHBIC TPOMUETOLMUTHI, MUETIOIIUTHI U 3peiible HEUTPODUIIBI C BapUallU-
AMH JMCIUIa3uM (TUIOCErMeHTanus sjaep — Incesao-llenbrepoBckas aHomanus,
OTCYTCTBUE CIEUU(PUUECKON 3E€PHUCTOCTH), YBEIMYEHO COJEp:KaHHe 0a30(uiioB
Y MacTOLIUTOB, MOHOLIIUTAPHBIA KOMIIOHEHT MaJIOUYHUCIICH UJIU OTCYTCTBYET.

NMMyHO(pEHOTUITUPOBAHKE OJIACTOB BBISBIISIET HECKOJIBKO CYONOMYJISLUH,
XapaKTEPU3YIOMIMXCS TITyOOKMMH HapylIeHUsMU AU (epeHunpoBKU: HE3PEIbIE,
AKCTIpecCUpyIoIre cTBoJIoBOKIeTouHbl aHTureH CD34 u HLA-DR; 6mactel
C Mpu3HaKaMu TpanynorutapHoro cozpeBanus (CD15, CD65); 6nacTel ¢ mpu3Ha-
KaMH aTUIIUYHOTO ACHHXPOHHOTO CO3pEBaHUs (HAaIU4Me€ AHTUTEHA CTBOJIOBBIX
kiaetok CD34 u 3pesnoro CD15).

JlnarHo3 yCTaHaBIMBAETCS HA OCHOBAHWU BBISIBICHHOM I€HETUYECKOU aHO-
Majuu 0e3 ydera MPOIEHTHOTO CoJepKaHusl OJacTHRIX KIeToK. [IporHos 3abome-
BaHUSI MOKET OBITh OJIArONPUATHBINA MPU YCIOBUU MCIIOIH30BAHUS BHICOKOI03HOM
XUMUOTEPAIUH.

OILI-M3 ¢ t (15; 17) (922; 912), coutabeiii TeH PML-RARA na oepusame
xpomocomur 17 — OMIJL, B KJIETOYHOM CyOCTpaTre KOTOPOro mNpeodsanaroT
aTUTINYHBIE TTPOMUETIONUTHI. Peructpupyercst y B3pOCHbIX MAaIMEHTOB CPEIHETO
Bo3pacta. [locTynMpoBaHHBIM NPEAIIECTBEHHUK JIEMKO3a — 3JI0KAYECTBEHHO
TpaHC(HOPMHUPOBAHHASA KJIETKA-NPEAIIECTBEHHUK MHUEN0N033a C MOTEHIHAIOM
nudpepeHpoBaHus B HANPaBIEHUHU TPAHYJIONO033a.

OcHoBy mnaroreHesa Jjeiiko3a coctapisger skcrpeccuss PML-RARA RNK-
TpaHckpunta. B pesynprare ciousaHusa rena PML, nHaxopsmerocs Ha JJIMHHOM
mjiede XpoMocoMbl 15, u reHa anbga-perentopa petuHoeBoit kuciotsel (RARA),
JIOKAJIM30BaHHOT'O Ha JJIMHHOM Ijieye XpomMocoMbl 17, Ha aepuBate 17-i xpomo-
combl (popmupyercsa cnutHblii TeH PML-RARA. Ero npoaykTom siBIseTcs mato-
JIOTUYECKU O€NOK, HaKaIIMBAIOUIMICS B OOJBIIOM KOJMYECTBE B IUTOILIA3ME
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U SAJIp€ MHUEJIOUJIHBIX KJIETOK. DTO MPHUBOAUT K OJIOKY nuddepeHInpoBKH Ha
YpPOBHE NPOMHUENONMTA C MOCJIEAYIolEeld KIOHANbHOM mpoiudepanueid 61acToB
(ATUMUYHBIX TPOMUEIOLUTOB U MHEN00JIACTOB) C OTKIIOYEHUEM MPOTPAMMBI
aronro3a. B koctTHOM Mo3re u nepudepruueckoil KpOBU BISIBISIETCS ABa MOP(OII0-
rudeckux Bapuanta OIJL: runeprpanyisipHbId U MUKpPOTPaHYJISIPHBIN (TUIIOTpa-
HyJIApHBIA). [lepBblil npeacTaBieH KPYMHBIMU aTUIUYHBIMUA IPOMHUEIOLUTAMM,
B LIUTOIUIa3ME KOTOPBIX MMEIOTCS «CBSI3KM» MATOYEK Ayspa, 3aTyHIEBBIBAIOIINX
koHTYpHI siapa (faggot cells), Bropoit — Menkumu KiIeTKamu ¢ JABYAOIBHBIMHE SI1-
pamu (3HIIE(DHATOTOJ0OHPIMHI), ¢ MEJKOW MBIJICBUIHOW a3ypo(HIbHON 3E€pHUCTO-
CThl0. B remorpamme BbIABISIOTCA JeiikeMuueckue BapuanTbl OILJI ¢ BeIcOKMM
COJIEp>KaHUEM OJIACTHBIX KIJIETOK, paHHUE aHEeMHs U TpomOouuToneHus. OcTphlid
OIJI cuntancs HekypaOelbHbIM, OBICTPO MPOTPECCUPYIOIIUM 3JI0KAYECTBEHHBIM
3a00JIeBaHUEM C KpailHe TSHKENbIM MPOTHO30M JI0 BBEACHHS B TEpPAIUIO TPaHCpe-
tuHOEBOU KHUCIOTH (ATRA). IlsaTuneTHss BBDKMBAEMOCTh IOCIIE TaKOM Tepanuu
B KOMOMHAILIUY C aHTpaUKIMHaMu Jocturaercs y 70 % naiueHros.

Ocnoxuenus OIUUL: IBC-cunapoMm, HapylieHHE KPOBOOOPAIICHHUS B KHU3-
HEHHO Ba)XHBIX OpraHax (TOJIOBHOW MO3T, CEpJlE) B CBSI3U ¢ (popMHpOBaHHEM
JEMKOCTa30B MpH JEMKEMUYECKUX JIEUKO3aX, YTO YaCTO CIY>KUT MPUUYMHON rude-
au nanueHToB. Jlunarno3 OILJI ycrtanaBnuBaercsd npu WAEHTU(UKAIUU TeHETHYE-
CKOW aHOMaJIMU M KOJMYECTBE 0JIACTOB Jjaske HIDKE MoporoBoro yposHs (< 20 %).

OMJI, cBsi3aHHBIE ¢ MUEJIOAUCIIACTUYECKMMH M3MEHEHUSIMU, BO3HUKA-
0T y TAaIMEHTOB C IMPEIBAPUTEIIBHO YCTAaHOBIEHHbIM auarHozoMm MJIC wmum
MIAC/MITH, wnn ¢ MJIC-cBsi3aHHBIMH [IUTOTEHETUYECKUMU aHOMaIusIMU. B pe-
3yJbTaTe OIYyXOJEBOM MpPOrpeccuy U OJACTHOM MHPUIBTPALMM KOCTHOIO MO3ra
COJIep>KaHNE OMyXOJIEBBIX OJACTOB B KOCTHOM MO3re/mepudepruieckol KpoBU
Bo3pacraet 6osiee uem Ha 20 % ¢ MyJIBTHIMHEHHON NTUCIUIA3HEeH (JIM3rpaHysIonod3,
JTM33PUTPOIIOd3, TU3METaKaphoIod3), Mo KpaiHe# mepe, B 50 % kierok. usrpa-
HYJIONIO033 MPOSBIISETCS B TMIIOIPAHYJSALUU IUTOIIa3Mbl 3pEbIX HEUTPOPHIIOB,
TMIIOCETMEHTAlWN WIA TPUYYAJIMBON THIEPCErMEHTAUU UX SAEP; AU33PUTPOIIO-
33 — B METraj00JIaCTOMIHOCTH SPUTPOKAPUOLUTOB, MAKPOIMTO3€ UM MHUKPOLIU-
TO3€ OJPUTPOLUTOB, WX THUIEP- WIM TUIOXPOMHOCTH, OOJBIIOM KOJIMYECTBE
KOJIBLEBBIX CHUIEPOOIACTOB; IU3MEraKapruonod3 — B MOSBIEHUU MUKPO-, MAKPO-
METaKapuOLIMTOB, MHOTOSIIEPHBIX METaKapuoLUTOB. llocTynmmpoBaHHbIM Npeame-
CTBEHHUKOM d3TOM rpynmbel OMJI sBisieTcss TeMono3TuuecKas CTBOJIOBASI KJIETKA
KOCTHOro Mo3ra. OMJI ¢ MHENOIMCIUIACTUHYECKUMH HApYIIEHUSIMU UMEET KpailHe
HEOJAronpusITHOE TEYEHHE C YPE3BbIYAMHO JJIMTEIBHBIM OCTPBIM MEPUOJIOM
Y PEAKHAM JIOCTUKEHHEM TIOJIHOW PEMUCCHH.

MUEJIONTPOJIN®EPATUBHBIE HEOIIJIA3MBbI

Xpouuueckuii muejgouaHbii Jeiiko3 (XMJI), BCR-ABL1 mnonoxurens-
HBII — MuesonpoiaudepaTuBHas Heoljla3Ma, KOTopasi pa3BUBAETCs U3 3JI0Kade-
CTBEHHON CTBOJIOBOWM KJIETKHM KOCTHOTO MO3ra M IOCTOSHHO acCOLUMUpPOBaHa
¢ BCR-ABL1 ciuTHBIM reHOM, JIOKQJIM30BaHHBIM Ha ¢uanenbguiickoin (Ph')
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XpoMoOcoMe — 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 manueHToB XMJI iuarHocTupyroT B XpoHHUeckoi daze. U3
HuX B 20—40 % ciydaeB JeiiKo3 MpOTEKaeT OECCUMIITOMHO U BBISBIISICTCS JIUIIb
Ipyu PYyTUHHOM MEAMIIMHCKOM oOcnenoBanuu. Ilepsuunbie mpossienus XMJI:
JEHKOIMTO3, 4YaCTO TPOMOOIIMTO3, aHEMUs, cruieHoMeranus. [IpenbsaBiastoTcs xa-
J00BI HAa YyTOMJISIEMOCTb, NOTEPIO Beca, HOUHbIE MOTHL. be3 neuenus XMJI mpo-
IPECCUpPYET U3 XPOHUYECKOU B 01acTHYIO a3y C JETATbHBIM UCXOJIOM.

Xponuueckan ¢paza. B nepudepuueckoil KpoBU BBISBISETCA JEHKOLMTO3
((12-1000) - 10%:n) 3a cyeT 3HAYMTENBHOIO YBEIMYEHHUS CO3PEBAIOMUX (HOpM
HEUTpOoPHIIOB Kaxkaoi cramuu Au(GEepeHIIMPOBKY, YTO HA3bIBAIOT JIEHMKEeMUYe-
CKUM THIEPPETEHEPATOPHBIM SACPHBIM CIBUTOM HEUTPO(UIIOB BIEBO (10 Mue-
J001aCTOB U TIPOMHUENIOIUTOB) C BHICOKHM IPOLIEHTHBIM COJIEP’KaHUEM MHEIOIIH-
TOB. B cermeHTosiiepHpIx HEWTpouiax nMeeTcs: cado BeIpaKEHHAS AUCILIA3HA.
Coneprxanne muenobiaactoB — < 2 %. Peructpupyercs adcomoTHas 6a3opumms
u 303uHOpmMa (6a30puinbHO-303uHOGUIBHAsA accoumanysi). Bo3moxkeHn abco-
JIOTHBIA MOHOIIUTO3, HO B OOJBIIMHCTBE CIy4YaeB (Ppakiys MOHOIIMTOB COCTABIIS-
er < 3 %. ConepxxaHnue TPOMOOUUTOB KOJEOJETCI OT HOPMAJIBHOTO 0
1000 - 10%m; TpoMOouMTONEHHSI HE XapakTepHa. KOCTHBIA MO3I THIIEPKIETOY-
HBIM, YTO CBA3aHO C TPaHyJIOIUTAPHOU nponudepanueit; 6mactoB — < 5 %; aput-
POUJIHBIE OCTPOBKH PEIYIIHMPOBAHBI; BBIPAKEHBI YMEpPEHHas MerakapHoluTapHas
nponudepalus ¢ AUCIUIA3UEH MErakapuolMuTOB (KapJIMKOBBIE METaKapHOIIUTHI)
U YMEPECHHBIA PETUKYIMHOBBIA Muenopuopo3. Cerne3eHka yBelUuY€HA B CBSI3H
¢ MHQUIbTPALMEH KPACHOW MYJBIbI TSHDKAMH TPAHYJIOIMTOB Pa3IUYHBIX CTaIAN
g depeHIMPOBKU. DKCTpaMEIyJUISIPHbIE OYard KPOBETBOPEHHS BBISBIISIFOTCS
TJIABHBIM 00pa30M B CEJIe3eHKE, HO MOTYT OOHAPYKUBAThCS U B TIEUCHH.

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

1. B nepudepuyeckoil KpOBU — MOCTOSHHBIN WM YBEJIUYUBAIOIIMICS JIei-
xormTo3 (> 10 - 10%n), ynopuslii TpombormTos (> 1000 - 10%m1) umu TpoMboIH-
torenus (< 100 - 10%mx), yBenmnuenue comepxanus muenoonactos 1o 10-19 %,
6azodmios 110 20 %.

2. KocTHBIIT MO3T — THUIEPKIETOYHBIN C BBIPAKEHHON MHEIIOAMCILIa3ueH,
B TOM YHCJIC€ YBEIMYCHHUEM 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-
NOJHUTEIBHO K Ph' XpoMocome Takux XpOMOCOMHBIX aHOMaiuid, kak +8; +19
(Tpucomus 8-i, 19-ii 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 popMupoBaHUN U30XPOMOCOMBI 17( POUCXOIUT WHAKTUBAIUS aH-
THOHKOTE€HA P53, 9TO BBI3BIBAET OJIOK amonTo3a U yCHJICHUE KICTOYHOU mposude-
pauuu.

4. TTocTosTHHAS WM POTPECCUPYIOIIAs CTUICHOMETaJIHsI.

5. YTshKkeneHne KIMHUYECKOTO COCTOSHUS C HATWYHEM JIEHKEeMHYECKUX WH-
(GUIBTPATOB B KOCTSIX, TO3BOHOYHUKE C BO3MOKHBIMH MATOJOTHICCKUMHU TIEPEIIO-
MaMHU.

bnacmnas ¢paza nuarnoctTupyeTcs IpU HaJTUYUKU B KPOBU U KOCTHOM MO3T€
> 20 % OnacToB, SKCTpaMeyJUIIpHOUN OJacTHOM mposrdepanuu BO MHOTUX TKa-
HSIX W OpraHax, IJIaBHBIM 00pa3oM B Koxe, TUMGATUYECKUX y3JaX, CEJIC3CHKE,
koctsax, [THC. B 70 % cinyuasx XMJI BISBISIOTCS 6J1aCTHI MUEJIOMIHOTO MPOKC-
XOXKIeHUsT (MUeno0JIacThl, MOHOOJIACTBI, 3PUTPOOIACTHI, MErakapuoOJIaACThI),
B 30 % ciyuyaeB oOHapykuBaroTcs JIUMQPoOIacThl. B cuily Takol rereporeHHOCTH
0JIacTHOTO Tyjia HEOOXOIUMO MMMYHO(MEHOTHITUPOBAHUE OOpPA3IOB KPOBH HIIH
KOCTHOTO MO3Ta, MPYU KOTOPOM B MHUEIOUTHBIX OJlacTaxX BBISBISETCS WM OTCYT-
CTBYET MHEJIONEPOKCUAa3HAs aKTUBHOCTh, DKCIIPECCUPOBAHNE AHTHTEHOB, aCCO-
IIUAPOBAHHBIX C TPAHYJIONUTAPHOW, MOHOIIUTAPHOM, METAKapHUOOIACTHOU U IPUT-
pounHoOM nudPepeHnnanreit, a TakkKe HKCIPECCUPOBAHUE OJHOrO0 WM Oojee
TUM(OUTHBIX AHTUTCHOB.

B numdbounansix O1actax BBISBIsSETCS dKcrpeccupoBanue B- mmm T-mapke-
POB, YKa3bIBAIOIIMX HA HAJUYHME HE TOJBKO B-KiIeTouHBIX, HO U T-KIETOYHBIX
auM(po06IacToB, pudeM B JIUMPOoOIACTaAX IKCIPECCUPYIOTCS U MUETIOUIHBIC Map-
kepbl. Takas OudeHoTunuueckass xapakTepucTUka 0J1acTOB B TEPMUHAIBHON CTa-
nun XMJI yka3piBaeT Ha OCOOCHHYIO TSDKECTh MPOTHO3a M UCXO0/1a 3a00JIEBAHMS.

B 90-95 % cnyuaeB XMJI oGnapyxuBaetcss MmapkepHas (uianenbhuiickas
xpomocoma (Ph'-22q11.2), oOpa3yromasicsi B pe3yjbTaTe PelUIPOKHON TpaHCIIO-
kanuu t (9; 22) (934; q11.2). DTa TpaHcIOKaus COSAMHMIIIA MTOCIEA0BATSILHOCTH
BCR-rena va qinuHHOM TUI€Ye XpoMOCOoMBI 22 ¢ perronamu ABL1-rena amuHHOTO
mjieda XpoOMOCOMBI 9, 4TO mpuBeENIo K (OPMHUPOBAHUIO HAa YKOPOUYCHHOM (| TIeUe
22-ii xpomocomsl B yiokyce 11.2 (22911.2) cnmutaoro rena BCR-ABL1. Ocrasiim-
ecsl CIlydad WM MMEIOT BapHWaHTHBIC TPAHCJIOKAIIMU, KOTOPHIC BOBJICKAIOT WHBIE
XpPOMOCOMBI B JIOMIOJTHEHHE K XpoMocoMaM 9 u 22, WM UMEIOT TPAHCIOKAIMU
9934 u 22911.2, xoTopbie HE MOTYT OBITH UAECHTU(DUIIUPOBAHBI PYTUHHBIMH ITUTO-
reHeTH4eckuMu MeTonamu. B takux ciayuasx Hammune BCR-ABLL coutHOTO Te-
Ha MOXeT ObITh onpeneneno FISH-metonom nimm RT-PCR.

Takum oOpazom, Bo Bcex ciayyasx XMJI cymecTByroT 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, urparoniuii BakHyto poJib B mpoiiecce npoiudepanuu 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 paspaboTtke maTorene-
THYeCcKoro JieueHuss XMJI O0KkaTopoM THPO3WHKUHA3bI, IPUBOSIIETO K Pa3BU-
THUIO TIOJIHOW KJIMHUKO-reMatojiorndeckoi pemuccunt B 70 % ciaydaeB CBOEBpe-
MEHHOTO JICYCHHUS B XpOHUUECKOH (aze.

Hcrunnas noaumuremusi (polycythaemia vera) — pasHOBUAHOCTH MHe-
JonpoU(EepaTUBHBIX HEOIIa3M, MIPEACTABIIAIONIAs XPOHUUECKUI JIEHKO3 ¢ Topa-
JKEHHEM Ha YpOBHE CTBOJIOBOM KJIETKH, XapaKTEPU3YIOIIMICS TOTAJIbHOU THUIIEpP-
IUIa3Uel KJIIETOK KOCTHOIO MO3ra C aHOMAaJlbHOM OIyXO0JIEBOM Nponudepanueit
PUTPOUIHOTO, TPAHYIOIUTAPHOTO U METaKapUOIIMTAPHOTO POCTKOB (MTAHMHUEIIO3)
C HeoOpaTHUMO BO3pACTAIOIIMM KOJIWYECTBOM 3PUTPOLUTOB, KOTOPOE HE 3aBUCUT
OT YPOBHS DPUTPOIOAITHHA B KPOBU. B NEHKO3HBIX KiIeTKax (haKTUYECKH Yy BCEX
MalMEeHTOB OOHApYXKMUBAETCA MPUOOPETEHHAss MyTalus reHa Janus 2 KuHasbl
(JAK2V617F) nnu ¢pynkunonansHo mogaodHeie JAK2 myTaruu, pe3yabTaToM Ko-
TOPBIX SBISETCS Mpoiudepalus He TOIBKO IPUTPOUIHON JHMHUH, HO M TPAHYJIO-
LIATAPHOM M MErakapuOLUWUTAPHOM JMHUHU, T. €. maHmueno3. Craauu MCTUHHON
MOJUITUTEMHH:

— ctagusi | — MajgoCHMITOMHASA, TPOAOLKUTEIHHOCTRIO JI0 S NIeT u Ooiee;

—cTaaus 2A — spurpeMudecKkas, pazBepHyTas 0e3 MHEIOUIHONW MeTaria-
3UM CEJIe3CHKH, MPOJOKUTENbHOCThIO 10-20 et u Goiee;

— ctagusa 2b — sputpemMudeckasi ¢ MUEJIONJIHON METaIIa3uei CeNe3eHKY;

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

KnuHuueckre TposBICHUS: IIMAHO3, TOJIOBOKPYKEHHE, TUIEPTOHHUYECKUE
KpH3bl, TOJIOBHBIE OO — SIBJISIIOTCS CJIEJICTBHEM YBEJIIMYEHHUS MAcChl IIUPKYJIIHU-
pyromeii KpoBH (TMOJUIUTEMUYECKONW THUIEPBOJIEMHH) B CBSI3U C YCHUJICHHBIM
DPUTPOIIOI30M, TPAHYIOLUTOIOA30M U METAKapUOIUTOIO0330M, (HOPMHPOBAHHEM
IKCTpaMETyJUISIPHBIX 04aroB KPOBETBOPEHHUS B MeueHH u cene3eHke. C yBenmue-
HUEM KOJHMYECTBA SPUTPOILIUTOB U APYTHX (POPMEHHBIX dJIEMEHTOB KPOBH (TIaHIIHU-
TO3) BSI3KOCTh KPOBH TIOBBIIIAETCS, KPOBOTOK 3aMEUISIETCS, W HaOII0Jar0TCs
HApYIICHUS MHUKPOIUPKYJSIUU U CUCTEMHOTO KpPOBOOOpAIICHHS C Pa3BUTHEM
uIemMuu, nHHAPKTOB U TPOMOO30B BEH. TUMMUYHBIM TIPOSBICHUEM TIOPAXKEHUS T1C-
pU(pEepUIECKUX COCYIO0B SBISETCS IPUTPOMENANTUS — CUMITOMOKOMILIEKC, MPO-
SIBJISTFOIIUIICS. MHTCHCUBHBIM TTOKPACHEHUEM, TOBBIICHUEM MECTHOM TeMIIepaTy-
pbl C TIOCIEAYIOIIMM IIMAHO30M, Pa3BUTHEM TPOMOODICONTOB IHUCTATBHBIX
(dbayaHT ManbleB PyK U HOT, C UX U3BSI3BIICHUEM U KI'ydeil 00JIbIO.

[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 WIJIM HMKHEW TOJION BEHbI, TpoMO03
ME3EHTEepUATIbHBIX BeH, UHPAPKThI CENIE3EHKHU, OCTpasi KOPOHApHAas U Liepedpab-
Has HEJOCTAaTOYHOCTb, HWHCYJBTHI C LEHTPAJIbHBIMHU MapaindyaMu, HHQAPKTHI
MUOKapAa.

B TepMuHanbHOI CTaauu pa3BUBAETCS MOCTIPUTPEMHUUECKUN MHUENO(PUOpo3,
CBSI3aHHBIA C BBIOPOCOM TPOMOOIMTAPHOTO (pakTOpa pocTa MEraKkapUuOIMTAMHU
¥ TPOMOOIIMTaMHU M, BO3MOXXHO, C aKTMBH3AIUEH MPOIIECCOB CBOOOTHOPAINKAIE-
HOTO OKHCJICHHS, KOTOPBIE TaK)K€ MOTYT CTUMYJIHUPOBATh (HOPMHUPOBAHUE MHEIIO-
¢bubpo3a.

B remorpamme peructpupyrorcs: sputpormtos ((6-12) - 10*%/x), ysenuuenne
coaepkanus remoryioonHa 10 180-200 /i1, rUoXpoMusi, PETUKYJIOIUTO3, MOKa-
3arenpb remaTokputa 60-80 %, HEUTPODUIBHBIN JIEUKOLIUTO3 CO CABUTOM JIEHKO-
uuTapHOi (OpMyJIEl BIeBo, TpomGomuTos (> 600 - 10%mn), camxenue COD 1o
1 mm/d. B OKpallleHHBIX Ma3Kax KPOBHU OIPEICIISIIOTCS MOJUXPOMa3us, aHU30IHU-
T03, 0a30(UIbHAS 3€PHUCTOCTH IPUTPOIUTOB, HOPMOOJIACTHI, TOKCHUECKAs 3ep-
HUCTOCTh HEUTpOoPMIOB. B Muenorpamme — yBeIrUeHHE KOJIMYECTBA PJIEMEHTOB
SPUTPOLUTAPHOU, TPAHYJIOLUTAPHON U METAKAPUOLIUTAPHOMN JIMHUM.

JcceHIUAIbHAS TPOMOOUMTEMUsl (CHHOHUMBI: MAMONATUYECKAasT TPOMOO-
UTEMUS, TeMOpparuyeckass TpoMOOIIUTEMHUs) — XpOHUYECKass Muenonpoaude-
paTHBHAs HEOIJIa3Ma C IOPAKEHUEM Ha YPOBHE CTBOJIOBOM KJIETKH, TPOTEKAOIIAs
C IPEUMYIIIECTBEHHBIM BOBJICYECHUEM B MPOLIECC MEraKapruOIUTAPHON JTMHUMU.

B Hacrosiiiiee Bpemsi KOHKPETHBIE 3TUOJIOTHYECKUE (DaKTOphl HE yCTaHOBJIE-
Hbl. He uckiitoueHa poJsib HacJIeICTBEHHOCTH.

Kpurepuu BO3 (2008 r.), onpenenstoniue JTaHHBIA BT JIEHKO3a:

1. B nepudeprueckoii KpoBu BhIpaxeH TpombouuTos (> 450 - 10%1) co 3ua-
YUTEJIbHBIM aHU30IIUTO30M TPOMOOITUTOB (OT KPOIIEYHBIX JO THMTAaHTCKUX (HOpM
TPOMOOITUTOR), U3BMEHEHHS SPUTPOIUTAPHOTO U JIEUKOIIUTAPHOTO POCTKOB HE3HA-
YUTEJIbHBIC: YMEPEHHO BBIpRXCHHBIC aHEMUs (TMPU KPOBOIOTEPSIX) U HEUTpodu-
TS C AJIEPHBIM CIIBUTOM BIIEBO.

2. B KocTHOM MoO3re — 3Ha4YuTENbHAS MPOoUQEpanusi MPEUMYIIECTBEHHO
MEeTaKapuOLMTAPHOU JIMHUM C YBEJIWYECHUEM 3PEJbIX MErakKapHOIMTOB OOJBIINX
pPa3MEPOB C TUMEPIOOUPOBAHHBIM (THIIA OJICHBUX POTOB) SJIPOM; YMEPEHHAsl CTHU-
MYJISIIIUASL OPUTPOIIOI3a U TPAHYJION033a. YMEPEHHO BBIPAKEHHBIN PETUKYJIUHO-
BBIM WJIM KOJIJIar€HOBBIN MHENO(PUOPO3 MMEET MECTO Ha KOHEUHBIX CTaAMSIX 3a00-
JICBaHMUSI.

3. BeisBnenne myrtanuu JAK2V617F unu apyroro KjaoHaJIbLHOTO MapKepa
y 40-50 % marnueHToB C 3CCEHIIMAITBHON TPOMOOITUTEMUEH.

Manudecramums seiiko3a y 50 % manueHToB MOXKET MPOSBIISATHCS OKKITIO3UEH
COCYJIOB (apTepHalbHbIX WJIM BEHO3HBIX) WJIM KPOBOTCUEHUSIMH. Y OCTaJbHBIX
JIEKO3 MPOTEKaeT OSCCUMITOMHO, U TPOMOOITMTO3 BBISBISACTCA MPU PYTUHHBIX
o0cie10BaHMSIX.

Kinandeckoe TeueHne XxapakTepu3yeTcsi MUKPOIUPKYISTOPHBIMU PACCTPOil-
CTBAaMH. OKKJIFO3MEd MUKPOLUUPKYJIATOPHOTO Pycja, COMPOBOXKAAIOLIEHCS TPH-
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CTynamu OoJieid, uieMuel M JIOKaJbHBIMU HEKPO3aMHU, YTO YacTO UMEET MECTO
B NaybllaX HWKHUX M BEPXHUX KOHEUHOCTEH (3pUTpOMENANTHsI) C MOBBIIIEHHOU
arperaieii TpoMOOLIMTOB B apTEpPHUOJIaX, OCIOKHSIOMICHCS TaHTPEHOM MablEeB.
Hapsiny ¢ stuM oOHapykuBaroTCs TPOMOO3bl MAarucTpaJIbHBIX apTepuil U BEH
C TpOMOOAIMOOJIMYECKUMH OCJHOKHEHUAMH (MH(DAPKTHI MUOKapAa, MO3ra, pa3Bu-
THUE CUHApPOMA MOPTAIbHOU runepreH3un). C Ipyroil CTOPOHbI, BOSHUKAIOT CIIOH-
TaHHBIE KPOBOTEYEHUA, KpOBOM3IMIHUA B can3uCThIX JKKT. Ykazanneie ocnox-
HEHUSI KJIMHUYECKOTO TEYEHHUs YacTO MPHUBOIAT K JETalbHOMY ucxomy. Y 5 %
MaIMEeHTOB OTMEYaeTCs TpaHchopMaIus dCCeHIUaIbLHON TpomOommuTemun B OMJI
wm MJIC. B peakux cimydasx 3a0oeBaHHE MOXKET 3aKaHUYMBATHCS OJACTHBIM
KpH30M.

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

B-OJlJI/niumpoma NOS — HeorrazMa 13 3JI0Ka4YECTBEHHO TpaHCHOpMHPO-
BaHHBIX MPEANIECTBEHHUKOB JMMdoron3a (JuM(po61acToB), KOMMUTUPOBAHHBIX
B B-kietounyo n1MHUIO.

B kinmHMKE OCTphIX JAUMM(DOOIACTHBIX JIEHKO30B TEPMHUH <«JIUMQoOIacTHas
auMpoMay MPUMEHSETCA B ClIydae OTPaHUYEHHOIO Ipoliecca B IUM(POUTHON WU
HKCTPAHOAYJISIPHBIX TKAHSAX U OTCYTCTBHSI IOKa3aTEJIbCTB BOBJIICUEHUS B 3JI0Kaye-
CTBEHHBII MPOILIECC KOCTHOTO Mo3ra. TepMUH «OCTpbIil TUM(OOIACTHBIN JIEHKO3
UCIIOJIB3YETCSI B OTHOUIEHUH T'€HEPAIM30BAHHOTO 3JI0KAYECTBEHHOIO IMpolecca
C 00s3aTeIbHBIM BOBJICUEHHEM KOCTHOTO MO3ra M nepuepuieckoil KpoBH, YTO
CIIElyET U3 OINpEAeIICHHs JieiKko3a. Ecnu y manueHTa UMeeTcsl 04aroBoe nopaxe-
HUE TUM(OUTHON TKaHU C OOHApPYKEHHWEM B KOCTHOM MO3re JIEHKO3HBIX JHM-
dho06acToB, pazauure MEXAY JTUM(POMON M JICHKO30M YCJIOBHOE, 3aBHUCSIIEE OT
CoJIep KaHMsl JISMKO3HBIX 0JIACTOB B nepudepruyeckoil KpOBU U KOCTHOM MO3TE.

YpoBens 01acToB B 25 % CIYKUT aOCOIIOTHO JA0Ka3aTeIbHBIM JJI YCTaHOB-
nenust quarHoza OJUJI; mpu conepkanuu 6iactoB mMeHee 20 % ycTaHaBIMBAETCS
nuiarHos3 «JimmMdoodnactaas aumdomay. B-OJIJI sBiasercs camoii pacmpocTpaHeH-
HOM OITyXOJIbIO KPOBETBOPHOW TKaHW y neter. B 75 % cnyuaeB B-OJIJI quarno-
CTUpYETCsl y AeTeil 10 6-JIETHEro0 Bo3pacta ¢ MUKOM 3a00jeBaeMoCTH B 3—4 roja.
B 85 % BoIsBIsieMBbIX y neTeilt seiliko3oB 310 B-OJIJI, 3a001eBaeMOCTh KOTOPHIM
B Mupe coctasisger 1-4,75 na 100 000 nacenenus B ro.

B-OJUI npencrapisier HanboJiee paHHee TsKeNloe 3a0o0jieBaHre peOeHKa, KO-
TOpPO€ MPHU OTCYTCTBUU JICUCHUS CTAHOBUTCA HEM30eKHO (paTanbHbIM. OO0 »TOM
CBUJIETEIBCTBYIOT IKCTpaMEAyJUISIPHBIC MTOPAKEHUSI, OCOOCHHO 4acTO OOHApYXKH-
Baembie B I[HC, Hapsiay ¢ nokanmmsarnuedd B TuM@aTHUeCKUX y3JaxX, CEJe3CHKE,
MeYeHH, SUYKax y MaibuukoB. [Ipu B-mumdobrnactHoil mumdome B 310kaye-
CTBEHHBII TPOIECC BOBIEKAIOTCS KOXa, MSATKWE TKaHHW, KOCTU U JTUM(DaTHIECKUE
Y3JIBL.

VY GonbmmHcTBa NaneHToB ¢ B-OJIJI BBISIBASIOTCS KIMHUYECKHUE MPU3HAKU
KOCTHOMO3IOBOM HEAOCTAaTOYHOCTU: TPOMOOIIMTOINECHHUS, aHEMHUSI, HEUTPOTICHHUS.
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XapakTepHbIMU CHUMIITOMaMU SIBIISIIOTCS  JUM(aaeHonaTus, renaToMerasnus,
CIUJIEHOMET AU, BBIPAXKEHHBIE OCCAIITUH U ApTPAJITHUH.

['emopparvyueckuii CHHIPOM CBSI3aH C TPOMOOLIUTONIEHUEH, HAPYIICHUS KPO-
BOOOpAaIIeHUs] — C BHYTPUCOCYAUCTBIM TPOMOO30M MpHU JIeHKeMUYecKoil (opme
JICUKO3a.

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

[TopakeHHs YepenHbIX HEPBOB, OOLIEMO3IOBbIE 1 MEHUHI€AIbHBIE CUMIITO-
MBI, KPOBOM3JIUSHUSA B CETYATKY, MHOUIBTPALIUS U OTEK COCKA 3pUTEIBHOTO HEPBa
CBSA3aHbl C MpPOSIBICHUSAMHU Heulpoaeiikemun. Heiiponeiikemus, 00ycClIOBICHHas
BbICOKOW yactoToil mopaxkenusi [IHC, oOHapyxuBaeTcst yke B MOMEHT JIMarHo-
ctuku 3aboneBanusi. Mimenno B IIHC GoNbIIMHCTBO OMyXOJIEBBIX KJIETOK HAaXO-
JTCS BHE MHUTOTHYECKOTO IMKIA, 00Jiajjasi BBICOKON pPE3UCTEHTHOCTHIO K XH-
MHOJYYEBOM TEpanuu, YTO MO3BOJSET UM MEPCUCTUPOBATH B JIMKBOPE B TCUCHUE
necsaTKoB JeT. Hanuune Bcero oiHOM 0JaCTHOM KJIETKHM B | MKJI CHMHHOMO3TOBOM
KHUJKOCTH O3HAYaeT COJIep’KaHuEe OJIaCTOB BO BCEM JIMKBOPHOM IPOCTPaHCTBE
B KOJIMYECTBE He MeHee 10° KIETOK, MO3TOMY JIeueHHEe HEMPOJIENKEMUM SBISAETCS
TJIABHBIM 3BEHOM MPOTUBOOMYX01eBoM Tepanuu OJIJL.

Mopdonoruueckue ocobeHHocTH auMdoodnacToB npu B-OJUI/nmumdpomax
BapbUPYIOT OT MaJIbIX OJACTOB CO CKYJIHOM LUTOIUIa3MOU, KOHIEHCHUPOBAHHBIM
AJIEPHBIM XPOMAaTUHOM U HEBU3YaJIU3UPOBAHHON HYKJIEOJIBIO O KPYIHBIX KIETOK
C YMEPEHHBIM KOJIMYECTBOM CBETJIO-TOIY00-Cepo-Toay00il HUTOIIa3Mbl, THOTAA
BAaKyOJIU3UPOBAHHOM, C JIUCTIIEPTUPOBAHHBIM SIACPHBIM XPOMATUHOM M TIPOSIBIISI-
IOIUMUCS B pa3IM4YHOM cTeneHu Hykjeonamu. B 10 % ciyuyaeB 61acThl UMEIOT
rpyOy1o a3ypopuiibHYIO 3€pHUCTOCTh, B HEKOTOPBIX CIIydasix — UTOIJIa3MaTHy4e-
CKHE IICEBIONOINH.

Takum oOpa3oM, B OOJBITMHCTBE CIydaeB MO MOP(OIOTUYECKUM TTPU3HAKAM
Jeiiko3Hble TUMGPOOIACTHI OTIIMYAIOTCS OT HOPMAJbHBIX B-KIETOUHBIX Mpelie-
CTBEHHHUKOB (MMEMOIIUX 00Jiee BBICOKOE SAEPHO-IMTOIUIA3MaTHUYECKOE COOTHO-
II€HWE, TOMOTEHHbBIA HEXHBIA SIAEPHBI XPOMATUH U PA3IUYUMBIE HYKJIEOJIbI).
[{uToxumMudeckoe HCCleqOBaHUE JICHKO3HBIX OJIACTOB OOHAPY)KMBAET HETraTHB-
HYIO PEaKIMI0 Ha MUEIONEepoKcraasy, PAS-TTO3UTHBHYIO peakiuio B ¢GopMe Tpy-
ObIX TpaHyJ (B OTIMYUE OT MUETOOJIACTOB).

Nmmynodpenotun OnactoB npu B-OJIJI yamie Bcero mpencraBiieH Cleayro-
muMeu B-knetounsiMu mapkepamu: HLA-DR', CD19*, ¢cCD79a*, cCD22", uto
KJaccupuuupyet 61acThl Kak mpo-B mumdob6macTsl, a aeiko3, o kiaccuukanmm
EGIL, — npo-B octpsiii tuMdobnacTHsiii. ['eHeTHUECKHME aHOMATNH, UMEIOIINE
HEOIAaronpusITHOE IPOTHOCTHYECKOE 3HaueHue, mnpeacrasiensr t (17; 19),
E2A-HLF, BayTpuxpomocomuoit amrmudukarueit AMLI1 rena va xpomocome 21.
[ToctynupoBanubsiM mnipemmectBeHHUKOM B-OJUJI/mumdombr siBnsieTcs reMornos-
TUYECKasi CTBOJIOBAS KJIETKAa WM B-KJIE€TOYHBIN MpeAlmecTBeHHUK JTuM(oIionsa.
VY nereit ¢ B-OJIJI monnas pemuccust gocruraerca B Oosee ueM 95 % ciyudaes,
y B3pocibeix — B 60—-80 %. Kpaitne neGnaronpustasiii mporao3 B-OJIJI ormeuen
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€PAIM0; BOSHUKHOBEHUU PAHHUX PEUUAMBOB U HaJM-
YUY MUHUMAJIbHOM OCTATOYHOM 00JI€3HU MOCIIE MPOBEACHHOTO Kypca JICUCHHUS.

B-OJ1JI/nmum@ombl ¢ peKyppeHTHBIMH FeHETHYeCKMMHU AHOMAJIMSMHU.

B nacrosee Bpems paznuyator 6osee 20 BapuantoB B-OJUJI, B Tom umcie
C PEKYpPpPEHTHBIMH F'€HETUUYECKUMH AHOMAIMSIMU, T. €. 3aKOHOMEPHO MOBTOPSIIO-
IIUMUCS XPOMOCOMHBIMHA W T€HHBIMH abepparusiMu ¢ (OpMUPOBAHHEM CIIUTHBIX
T€HOB M XMMEPHBIX OETKOB, BIUIIOUINX Ha XapaKTep TeUeHUs], MPOTHO3 3a00JieBa-
HUS ¥ YyBCTBUTEIBHOCTh OMYXOJEBBIX KJIETOK K crielu(UIecKoil Tepanuu, cpeau
KOTOPBIX 0COO0r0 BHUMAHUS 3aCITyKHBAIOT HIDKECTIEAYIOUINE BAPUAHTHI.

B-OJIJI, accoyuuposannwiii ¢ t (9; 22) (q34; q11.2) ¢ popmuposanuem cium-
Hoco eena BCR-ABL1, npoaykTamMu KOTOPOTO SIBIISIOTCS XHUMepHBIe Oeinku P210
k/la u p190 x/la. OroT Bapuant B-OJUJI auarnoctupyercs y 25 % B3pocibIxX na-
[IMEHTOB C MPOAYKIIMEH 000MX BUIOB XUMEPHBIX O€IKOB, Uy 2—4 % nenuatpude-
CKHMX TAIMEHTOB ¢ Mpoaykuuer xumepHoro oenka pl190 k/la. Beispienne BCR-
ABL1 npu B-OJUI yka3biBaeT Ha KpaiiHe HEOJIAronmpusTHBIA MPOTHO3 3a00JeBa-
HUS Y HOCHUTENIEH 3TOTr0 T'€Ha MU HEOOXOJUMOCTh MPUMEHEHHUs CIEeIU(PUIECKOTO
MIPOTOKOJIA BBICOKOI03HOM MOJIMXUMHUOTEPANNH U3-3a BBICOKOTO PUCKA PELIUIUBOB
JaXKe IMOCJe aVIONeHHOW TPAaHCIUIAHTAallMM KOCTHOTO MO3ra B CTapllieil BO3pacT-
HOU rpynmne. Y geredl UCMoNb30BaHWE TAPTETHOW Tepaliud WHTMOUTOpaMH THPO-
3MHKMHA3bl O M MOCJE aVIOT€HHOW TPaHCIUIAHTAllMM KOCTHOTO MoO3ra cylie-
CTBEHHO yJyumaer nporHo3. Kak wmssectHo, p210 k/la sBisgercs MapKepHbIM
OEJIKOM XPOHHUYECKOI0 MHEJIIOMAHOr0 JIEHKO3a, YTO MPENIOoJaraeT pa3BUTHE
B-OJIJI, accoruupoBannoro ¢ BCR-ABL1, u3 MyTupoBaHHOI CTBOJIOBOI KpOBe-
TBOPHOM KJIETKA KOCTHOT'O MO3ra.

B-OJIJI ¢ t (v; 11923) 4 MLL peapanoicuposkoii, T. €. TpaHCIOKAIIMEH MEXTY
redoM MLL nHa xpomocome 11023 u 1enbiM psaaomM BapuaHTHBIX (V) TEHOB: yalle
Bcero ¢ reHoM AF4 xpomocomsr 4021, renom ENL xpomocomsbr 19p13 u renom
AF9 xpomocomsr 9p22. B-OJIJI ¢ nanusiMu peapamxupoBkamu reHa MLL BcTpe-
yaroTca y 80 % MiazieHneB 10 6-MecI4HOro BO3pacTa C IUIOXKUM MPOTHO30M. DTH
MeIMaTPUYECKUE NAalMEeHThl COCTABIISIIOT ITPYIIIY BHICOKOTO PUCKA.

T-OJlJI/numdoma — Heormiazma M3 3J10KAYECTBEHHO TPAHCPOPMHUPOBAH-
HbIX NPEILIECTBEHHUKOB JuM(domnods3a (aumMdoOmacToB), KOMMHUTHUPOBAHHBIX
B T-knerounyto junuto. T-OJUJI/numdoma muarHoctupyercs y 15 % nerei,
B OCTAJIbHBIX CIydasX XapakTepHa JJIsl FOHOIICH W B3POCHBIX MPEUMYIIECTBEHHO
MYCKOTO Toja. J[marHocTupoBaHHbIN y Aerei panHero Boszpacta T-OJIJI yamie
BCETr0 MMEET KpailHe HeOJaronpusTHbIM MporHo3. TspkecTh KIMHUYECKOTO Teue-
Hus T-OJUI cBsi3ana ¢ nokann3anueit 3KcTpaMelyJUIIpPHBIX TOPAKEHUN B Mepe/-
HEM CPENOCTEHUH, YTO IMPOBOLUPYET OCTPYIO JIBIXATEJIBHYIO U CEPACYHYIO HEIO-
cratouHocThb. Hapsany ¢ atum npu T-OJIJI, ocobenHo y nereli paHHETo BO3pacTa,
BBISIBJISIFOTCSI KPAWHSASA CTENEHb BBIPAXKEHHOCTH HEMPOJIEMKEMUYECKOTO CUHIAPOMA
¥ YPE3BBIYANHO BBICOKAs JelkeMus (copep:kanue neikonutos — > 200 - 10%m).
[To mopdonorudeckum mpusHakaMm Jeitko3nbie JuMm@ooaactel pu B- u T-OJUI
HAYEM HE OTJIIMYAKTCsA Jpyr OoT apyra. [Ipu HUTOXUMHYECKOM HCCIIeIOBAHUU
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T-nmumdo6aacTel UMEIOT PE3KO MOJOXKUTENIbHYI PAS-peakiuio (Ha TIIIMKOTeH
U ToJMcaxapujbl) B BUJIE TPaHyJl U HE COAEpPKAT MHUEJIONEPOKCHIa3y, HECTIEeIH-
dbuyeckyro scTepasy, XapakTepHble NIl MUETOUIHBIX 01acTOB. OCHOBHBIM METO-
noMm nuddepennupoBanus T- u B-nmumdobaactos, a 3nauut u T- u B-nmumdo-
OJIaCTHBIX JIEMKO30B ABJSIETCS HMMMYyHOGeHOoTUnpoBanue. MmmyHodeHoTHIT
mumpoomactoB ipu T-OJIJI/mumdome xapakTepusyercst BapradeaIbHbIM IKCTIPEC-
cupoBanriem CDla, CD2, CD3, CD4, CD5, CD7, CDS, u3 Hux 4arie BCEero ImoJio-
xutenbHbie pu T-OJIJI CD7 u murornazmatuaeckuii CD3 (cCD3). B 19-32 %
cirygaeB T-OJIJI skcnpeccupytrorcst CD117 (c-Kit) u oguH U3 MUeIOWIHBIX aHTH-
reaoB CD13/CD33. TlocrynupoBanHbiM mpenmectBeHHUKOM T-OJIJI sBnsieTcs
T-KJ1€TOYHBII KOCTHOMO3TOBOU MpEANIECTBEHHUK TUMGOII033a, MPEIIeCTBEHHHU-
koM T-nmumboobaactaoi mumdomer — tumornut (thymic lymphocyte).
T-OJIJI/nauM¢poMBbI ¢ peKyPPEeHTHBIMH I'eHeTH4eCKUMH aHOMAJTHAMM.
AHOManpHBIM KapuoTurnl oOHapyxuBaercsi B 50-70 % cmyuaeB T-
OJUJI/mumpombr. Hanbosee yacTo BCTpeuaromuecss peKyppeHTHbIC ITUTOTCHETH-
YeCKrMe aHOMAJIUU BKIIIOYAIOT alib(a- U enbTa-JIoKyCchl T-KJIETOYHOro perenTopa
(TCR) na xpomocome 14q11.2; Geta-mokyc Ha XxpoMocoMme 7035 u ramma-jaoKyc
Ha xpomocoMme 7pl4-15 ¢ anbda-BapuaHTOM MapTHEPHBIX T€HOB. B O0NbIIMHCTBE
CJIy9aeB TH TPAHCIOKAIIMU MPUBOAAT K HAPYIICHUIO TPAHCKPHITIINH TTaPTHEPHBIX
TeHOB U PEryJSlMY T€HHON aKTUBHOCTH, YTO YCHIMBAET MPOIECCHl pocTa. Teue-
Hue T-OJIJI y nereit muaamero Bo3pacrta ¢ JaHHBIMU T€HETUYECKUMHU MOJIOMKAMU
XapaKTepu3yeTcss 0COO00N TSHKECTHI0 M HEOIAaronpusaTHRIM MporHo30M. [larmeHTs
¢ atumu popmamu T-OJIJI cocTaBasitOT rpyny BEICOKOTO pucka. Takum o0pa3om,
UACHTU(DUKANSA TEHETHICCKUX aHOMAIMK OJIACTHBIX KJIETOK HE TOJBKO JHArHO-
ctupyet Bapuant OJIJI, HO U mpenonpenensieT MporHo3, He0OX0UMOCTh TTPUMe-
HeHus crienuduaeckoit mporpammel Jieuenus. uarno3 T-OJIJI ycranaBnuBaeTcs
B CiIy4yae oOHapykeHHsI B KOCTHOM Mo3re > 20 % oryxoseBbix 1umMpo01acToB.
Knaccupukanus FAB (1976 r.) Beiaenwia 3 MopdoOrnyeckux TUIa JIei-
KO3HBIX JUM(GOOJIACTOB, TP ATOM OHH HE SIBIIAIOTCS TUATHOCTUYECKHUMH KpHUTe-
pusimu BapuantoB OJUI: L/ mun — moHOMOpdHBIE MeKue OJacThl C BHICOKUM
SJIEPHO-IIUTOTUIA3MATUYECKUM COOTHOIIIEHUEM, CKYIHOM IMTOIIa3MOM, HAJIHYU-
€M OKPYTJIBIX SAep C KOHJACHCUPOBAHHBIM XPOMATHHOM, HEBU3YaTU3UPOBAHHBIMU
HykjieonaMu, Berpevatouecs npu OJUJI y nereit; L2 mun — noaumopdnas mo-
NyJSANAS KPYIHBIX W CPETHUX JIEHKO3HBIX OJIACTOB C SApaMH Pa3HOOOpa3HBIX
OoYepTaHUM, OOIIMPHON IUTOIIIA3MON C MEHBIIIHNM SJIEPHO-IIUTOIIIa3MAaTHIECKUM
COOTHOIIIEHUEM, BcTpeyatomiasicst B OompimuHcTBe cirydaeB OJUI; L3 mun — enaun-
CTBEHHBIA TUI JTUM(}OOIACTOB C YHUKAIBHBIMU MOP(OJIOTHUECKUMHU OCOOEHHO-
CTSIMU: KPYITHBIE OJaCThI C BHICOKUM SIIEPHO-ITUTOIIA3MATHUYECKUM COOTHOIIIECHU-
€M, HEXHOH CEThI0 XPOMATHHA, OTYETIMBBIMU HYKJIEOJIaMH, 0a30(UILHOM,
BaKyOJIM3UPOBAHHOM HUTOILIa3MOM, XapakrepHbie st OJIJI/mumdpomsr Burkitt.
Kapruna nepudepuueckoii kposu npu T-, B-OJIJI xapakrepusyercsi BbICO-
KUM TIPOIEHTHBIM COJIEp’)KaHHEM OJIACTOB, YaCTO JIEMKEMHUYECKHM XapaKTepOM
neiikoza (ocobenno mpu T-OJIJI), panHuMHM aHemwuel, TPOMOOIIUTOTICHUEH
¥ HEWTpOINEHHEH, NprYeM IpU KoIMdecTBe Jeiikouutos Bbme 30 - 10%n metw
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YKE OTHOCATCA K I'PYIIIC BBICOKOI'O pUCKa C KpaﬁHe HC6JIaFOHpI/I}ITHBIM IIPOTrHO-
30M. B KOCTHOM MO3r¢e BBISBIISICTCS TOTaJIbHAS 0JIaCTHAS METaIlIa3Hsl.

XPOHUYECKHUE JUM®POIIUTAPHBIE JIEMKO3bI/JIMM®OMbBI
(mature B-, T-, NK-cell neoplasms)

Xponunyeckuii B-kierounsblii JgumdouuTapHbiii Jeiiko3/aumdpoma u3
Maabix JumountoB (B-XJLJI/mumdoma) — mocTeneHHO NPOrpecCUpyOIIee
37I0KaYECTBEHHOE 3a00JIeBaHUE CHCTEMBI KPOBH, TPEACTaBIIsIONIee co00i Heoruas-
My JTUM(POUTHON TKAHU, MOP(HOJIOTHIECKUM CYyOCTPATOM KOTOPOU SIBIISIOTCS TIEp-
BUYHO aKTUBUPOBAHHBIC 3peiibie B-TUMQOIUTEI, OpOIIEaIINEe I HE TPOLIEIITNE
nuhPepeHIUPOBOYHYI0O MYTAaIlMI0 TE€HOB BapUaOENbHBIX YYACTKOB TSXKEIBIX
nerneit *MMYHOTI00yIMHOB (VH-T€HOB) B T€pPMUHATUBHOM IIEHTPE BTOPUYHOTO
B-knerounoro Qosumkyna, ¢ HapylIeHHEM CIOCOOHOCTH CO3pEBaTh B HMMY-
HOTJIOOYJIMH-CEKPETUPYIOLTUE TUIa3MOIUTHI, KIIOHAIBHOU Tposudepalueii Beie-
CTBUE AKTUBALMKU B-KIIETOUHBIX pELIEITOPOB U aBTOHOMHOW CTUMYJIALIMUA HEOILJIa-
CTUYECKUX KOMMUTUPOBAHHBIX MPEALIECTBEHHUKOB, HAKOIUICHUEM U DKCIIAHCUEH
JUTUTENIbHO JKUBYIIUX OITYyXOJIEBBIX KIJIETOK B KOCTHBIM MO3T, MepupepuiecKyro
KpPOBb, CEJIE3€HKY, NeYeHb, TUM(ATHUECKUE Y3JIbl U APYTUe CUCTEMbl OpraHU3Ma.
[Ipu 5TOM HabIIOAAETCS U3BPAILICHUE U MTOJABICHUE TYMOPAIBHOTO U KJIETOYHOTO
3BEHbEB UMMYHHUTETA, UTO MPOSBISECTCS CHUKECHUEM COAEPKAHHS B KPOBU UMMY-
HOTJIOOYJIMHOB, CIIOCOOHOCTH K BBIPAOOTKE aHTUTEN U MHTepdepoHa, YMEHbIIe-
HHEM COTMPOTHUBIISIEMOCTH K OaKTEpUaIbHBIM U BUPYCHBIM UH(EKIUAM, pa3BUTHEM
ayTOAJUIEPTHYECKUX MPOLECCOB, MPUBOIAIINX K ayTOUMMYHHON T'€MOJIMTUYECKOMN
aHEMUH, TPOMOOITUTOIICHUH M BBIPAKEHHOW rpaHysonutornennd. CocTosHue ma-
IIUEHTOB OCJIOKHSIETCS TSHKEIBIMU MH(PEKIIMOHHBIMU 3a0o0seBaHusiMu. Mcxons u3
ONPEJICJICHUS], pa3InyaroT JBa reHerndeckux noxaruna B-XJIJI: XJIJI, pa3Bus-
IMICS U3 JUMQOIMTOB, MPOIISANIUX THUIIEPMYTAIMIO B 3apOJIBIIIEBOM IIEHTPE
mumpatuueckux y3noB (MmytupoBannbiii B-XJUT), u XJIJI, pazBuBmmiics u3 aum-
GOoIMTOB, HE MPOMICANIUX THUIEPMYTALUI0 B TEPMHUHATHUBHOM (3apOIBIIIEBOM)
neHTpe (HemytupoBanHblid B-XJIJI). ITocnenuuii reHeTUYECKUM BapyuaHT OTJIMYa-
€TCSl IPOTPECCUPYIOLIUM Pa3BUTHEM 3a00JICBaHUSI C KpalHE TSKEIbIM KIMHUYE-
CKMM TEUYEHHEM W MaJIOW MPOAOJKUTEILHOCTBIO KW3HU TMallMeHTOB (MeauaHa
BbDKMBaeMoCTH — 8 jeT). MytupoBanHsiii B-XJIJI xapakrtepusyeTcss HHIOJICHT-
HbIM TEYEHHUEM C MHOTOJIETHEW O0OIIeil BHDKMBAEMOCTHIO TAlMEHTOB (MeauaHa
BBDKMBAEMOCTH — 25 JIeT).

MexayHaponHas pabouas rpynmna mo U3y4eHUIO XPOHUYECKOro JuM@oIu-
tapHoro Jneiko3a (IWCLL) chopmynupoBana onpenenstomuii KpUTEPHil TuarHo-
ctuku B-XJIJI/mumbomsbl, cocTosimuii B TOM, 9TO TPHU OTCYTCTBUH BOBJICUCHUU
B 3JI0KQYECTBEHHBIN MPOIECC IKCTPAMETYJUIIPHBIX CUCTEM OpTraHu3Ma B nepude-
PUYECKON KPOBHM JOHKEH BBISBISTHCS MOHOKJIOHAJIBHBIN B-KkieTounsii numd@o-
1MTO3 B KonuuecTse > 5+ 1091 MOHOKIOHANBHBIX TUM(OLIHUTOB ¢ UMMYHO(EHO-
TUTIOM, XapaKTEePHBIM JUIsI KJIETOK XPOHUYECKOTO JHUMQOIMTAPHOTO JIEHKO3a
(CD5*, CD23") na nmpotsbkeHur He MeHee 3 mecsieB. [Ipu atom B-XJIJT moxer
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ObITh TAaKKE JUATHOCTUPOBAH W Mpu Oosiee HU3KOM B-kietoyHoMm num¢onuTose
y MalMeHTOB C MAHIMTONECHHEW M XapaKTepHOW CHUMMITOMATUKOW TAHHOTO HEO-
MJIACTUYECKOTO 3a00JIEBaHMUS.

[Ipu oTCyTCTBMU BOBJICYEHUS B 3JI0KAYE€CTBEHHBIN MPOLIECC KOCTHOIO MO3Tra
naHHOe 3a0o0seBaHUE UMEHYeTCs JTUMGOMON M3 MalbIX JIUMQOIMTOB, UMEIOIIEH
TKaHEBYIO CTPYKTYPy U HUMMYHO(GEHOTHN KJIETOK, XapaKTEPHBIA ISl KIETOK
B-XJIJI, a taxxe wmaeHtumuHyio ¢ kietkamu B-XJIJI muTomopdonmorndeckyro
XapakTepucTuKy. JIumpoma u3 Maiapix TUMQONUTOB, TIO ompeaeacHIuI0 Mexmy-
HapOAHOM pabouell TpyIIbl, XapakTepusyercs auMdaaeHonaTHe, OTCyTCTBHEM
IIUTOTICHUH, CBA3aHHBIX C MHQWIBTpAIEH OMyXOJEBBIMH KJIETKAMH KOCTHOTO
Mo3ra, 4to uMmeet mecto npu B-XJUJI/aumdome, u HannuneM B nepudepruueckoi
kpoBH < 5 - 10%1 B-Kk1eTok ¢ MMMyHO(EHOTUIIOM, UIEHTHYHBIM KieTkaM B-XJLJI.
MonoknoHanbHbIN B-Ki1eTouHbIli TUMQPOINUTO3 ¢ UMMYHO(GEHOTUIIOM, XapaKTep-
HeIM st B-XJIJI, oOHapykuBaeTCcsi U y HEKOTOPBIX 3J0POBBIX WHIUBUIYYMOB
ctapire 40 ner (3—5 % TecTUPOBAHHBIX), YTO PACCMATPUBAETCA KakK IMPeapacio-
JIO’KEHHOCTh K pa3zBuTuio XJIJI unm naxke HEOOXOIUMOE YCIIOBUE €TI0 Pa3BUTHSL.
VY unenoB cemeii narueHToB ¢ XJIJI uMeer MecTo OOIBINIOE YHUCIO CIYyYaeB MO-
HOKJIOHAJIbHOTO B-Kkierounoro numdonuroza ¢ ummyHodenotunom B-XJUI
B JIIOOBIX BO3PACTHBIX IpyMmax, HO IJIaBHBIM 00pa3oM B IpyIIe Jt0AeH, KOTOPhIM
MeHee 40 ser. DTO yKa3bIBa€T HAa F€HETUYECKU OOYCIOBJIEHHOE MPOUCXOKIACHHUE
B-XJUI/numdpomsl.

Paznuyator 5 cranumii XpoHMUYECKOTO KinHuueckoro tedeHus B-XJIJI mo
K. Rai:

— HyJIeBasl CTAJHsI — XapaKTepU3yeTcs: aOCOMIOTHBIM JuMporuTo3omM (Ooree
15 - 10%n B kpOBH) M KOIUYECTBOM ITMM(OLUTOB B KOCTHOM Mo3re Gonee 40 %;

— I cragus — xapakrepusyercsi abCOTIOTHBIM TUM(OIIUTO30M U YBEITUYCHH-
eM JIUM(PATUIECKUX Y3IIOB;

—II cTagus — oTianMyaeTcs CIUICHOMETallMel/renaToMeraineii, Hapsay ¢ ad-
COJIFOTHBIM JIUM(OITUTO30M, YBETMUECHUEM JTUM(PATUUECKUX Y3JIOB;

— Il cramus — xapakTepusyercs YMEHBIICHHEM COJIepKaHUs reMOoTiioOnHa
Huxe 110 r/n, Hapsay ¢ abCOMOTHBIM JTUM(OIUTO30M, YBEIUYCHHEM JTUMDATH-
YECKHUX Y3JIOB U OPraHOMETAJINEM;

— 1V cragus — xapakrepusyercs Tpombonutonenuei (mmwke 100 - 10%m),
aHeMueH, Hapsay ¢ a0COJIIOTHBIM JIMM(POLIMTO30M, YBEJIMUEHUEM JTUM(PaTHUIECKUX
Y3JI0B, T€NATOCIIIEHOMETAJIUEH.

Knerkn XJIJI u MenkokiaeTouHble JUMEGOIUTAPHBIE JTUMQPOMBI IKCIPECCH-
pytor CD5 u CD23. Oxkono 80 % cnyyaeB XJIJI uMEHOT HHUTOreHETUUECKHUE
aHOMAJINHU, Ompese/ieMble METOAOM (IyopecleHTHOH INn Situ rudpuanzanuu
(Fish-meton). M3 Hux B 50 % cnydaeB XJIJI BeisBistorcs menenmu 13014.3,
B 20 % cnydaeB — TpucoMus 12-i1 XpOMOCOMBI, B OCTAJIbHBIX CIy4dasx — JeJie-
muu 11022.23, 17p13, 6921. C nenernueit 17pl3, kak mpaBuio, CBA3aHO yTsKeETe-
HUE TeUeHUs 3a00JIeBaHUS M €ro UCcXoa, a ¢ Aenenueit 13q14.3 — cpaBHUTENBHO
OJIaronpUATHBIE PE3yJIbTATHI JICUSHUS U UCXO]T OOJIC3HH.
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Kapruna xpoBu npu XJIJI xapakrepusyercsi HalMuueM OOJIBLIOTO KOJIUYe-
cTBa 3peiibix JUMGonuToB (10 90 % NEeHKOUUTOB), EAUHUYHBIX MOJOJBIX (HOpM
(mpomuMdorToB, uHOTAA JTUM(pOOJIACTOB), MPU3HAKOB MPOTPECCUPYIONEH aHe-
MUU U TPOMOOILIMTONEHNH (ayTOUMMYHHOI'O TeHe3a). B okpaleHHbIX Ma3kax Kpo-
BU BBIBISIIOTCS TeHM borkuHa—I'ymmnpexrta—Kneina, npeacrasisionme coOoi
dbparMeHThl AAESPHOTO XPOMATHHA OIMYXOJEBBIX JUM(MOIUTOB, PAa3pyIICHHBIX TIPH
MIPUTOTOBJICHHUH TpernapaTa. [I[porpeccuBHO yBEIMUMBAIOIIEECS KOTMIECTBO JTHM-
doruToB B nepudeprudecKoil KpoBH, KOCTHOM MO3Te, TKaHIX U OpraHax (dKCIaH-
CHSl OITyXOJIEBBIMU B-muMdonmramu) cBs3aHO ¢ OJOKMPOBAHHEM aIloNTOo3a OITy-
xoneBbIxX KieTok. B-XJIJI, kak mpaBuio, SBISIOTCS JICHKEMUYECKUMU JIEMKO3aMH.
OnyxoseBbie TMM(OIUTHI, TOCTETICHHO HAKATUIUBASICh B KPOBEHOCHOM PYCJIE, BhI-
3bIBAIOT PACCTPOICTBA KPOBOOOpaIeHUsl (JEHKOCTa3bl) B dKU3HEHHO BaXKHBIX Op-
ragax, 4Tro NPUBOIUT K HHApKTaM, HWHCYJIbTaM. B TepMUHaNIBHOW CTaauH
(OnmacTHBIM KpW3) BHE3ATHO HapacTaeT cojepkaHue TuM(o0IacToB B KOCTHOM
mosre (6omee 30 %) u B kpoBH (10 90-100 %), BO3HUKAIOT TsKEIbIe HHPEKIIMOH-
HBbIE OCJIOKHEHHUS, YacTO JICTaJbHbIC. YBEIUYCHHE OITyXOJIEBOM MacChl CBBIIIIE
100 - 10%n nmumdouuToB TpedyeT NPOBEAEHUS CPOYHON XMMHOTEPAIIEBTHIECKOH
(uuTocTaTnyeckom) Tepanuu. Tspkeneiime oclioKHEHUS, BEI3BAHHBIE TPOMOOITH-
tTornieHuer (mpody3HbIC KPOBOTEUYCHHMS), MOTYT NMPHBECTH MAIIMCHTOB K THOCIH.
B »Toii cTaguu Habmoaaetrcs popMupoBaHue OIACTHBIX MHDUIBTPATOB B TUM(Qa-
TUYECKUX Y3JIaX W MHOXXECTBAa MH(WIBTPATUBHBIX OYAaroB B JKCTPAHOIATHHBIX
TKAHSIX W OpPTraHax C COOTBETCTBYIOMIEH CUMIITOMATHKON TTOPAKEHUS.

T-kierounbiid Jeiko3/mumdpoma B3pocabix (T-JIJI B3pocibix). I10 me-
pudepudeckas T-kiaeTouHas HeOIUTa3Ma, BhI3bIBaeMas PETPOBHPYCOM 1-TO TuIa
T-knerounoro neiiko3za yenoseka (HTLV-1), npencrasnstomas co0oil arpeccuB-
HOE, IUPOKO JUCCEMUHHUPYIOIIEE 3JI0KaYECTBEHHOE HOBOOOPA30BaHME, MOPAKAIO-
1Iee JII0JICH MOXKUIIOro Bo3pacTa. JlaHHbIN BUJI JIEMKO3a PACIIPOCTPAHEH B HEKOTO-
pBIX peruoHax mupa, ocooenno B SAnonun, Kapubckom OacceitHe U IEHTPaTbHOM
Adpuke. DHIEMUIHOCTH 3a00JICBaHUS TECHO CBs3aHa C MpeodiIagaHueM BHpyca
HTLV-1 B nomynsiiuu yka3aHHbIX pernoHoOB. Hanboree BEpOATHBIMU KIIETKAMHU-
npeaIecTBeHHNKaMu 3a0osieBanus siBisiores CD4-, CD257, FOX P3-nonoxu-
TeJIbHBIC PEryJsaTOpHbIe T-KieTku. 3a00JieBaHUE XapaKTEPU3YETCS IIUTEIbHBIM
JaTeHTHBIM TiepuosioM. [lopakeHre BHPYCOM OOBIYHO HACTyHaeT B aHTCHATAJIb-
HOM M paHHEM IIOCTHATaJIbHOM TIEpHOaX XU3HHU. Bupyc mepemaercst ¢ rpyIHbIM
MOJIOKOM MaTepH, TéMaTOTCHHBIM W TCHUTAIBHBIM IyTeM. VHIMIEHTHI JIeHKo3a
B Anonun mmeror Mecto y 25 % nHocutenedt Bupyca HTLV-1. Cnopanuueckue
CJIy4ar BOSHHKHOBEHUS JICHKO3a YPE3BbIYAHO PEAKHE, a TOPAKCHHBIC MAIIMCHTHI
4acTo SIBIIAIOTCS YPOXKEHLAMU 3HAEMUYECKUX perrnoHoB. T-JIJI B3pocibix BCTpe-
yaetcst ToJabko y jroaei ot 20 go 80 sier, ¢ MmeanaHoil 3a0oneBaeMocTH 58 neT
U mpeobiagaHreM y MykuuH B Bospacte 60—70 ser. OcoOEHHOCTh 3THOJOTUU
JIeiiK03a COCTOUT B TOM, YTO OJHOTO HH(uImpoanus supycom HTLV-1 He no-
CTaTOYHO JIsl HEOTUTACTHYECKOM TpaHcpopMaliui HHOUIIMPOBAHHBIX KJIETOK. Bu-
pyc HTLV-1 unnymupyet npoaykiuto 6enka p40, 9To MPUBOANUT K TPAHCKPHUTIITHU-
OHHOM aKTHBAIlMM MHOTOYHCIICHHBIX T'€HOB B WH(MUIIMPOBAHHBIX JTUM(DOIUTAX,
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OTBETCTBEHHBIX 3a T-KJIETOUHYIO Mposndepannio U oHKoreHes. OJHAKO BO3HH-
KaroIliasi akTUBHOCTh aJIbTEPHATUBHBIX T'€HOB (CYIPECCOPOB) TPeOYET JOCTATOYHO
JUTUTEILHOTO BPEMEHHU ISl MAJIMTHU3auKu uHuimpoBanubix T-kinetok. HTLV-1
TaK)K€ MOXET KOCBEHHO BBI3BIBaTh Jpyrue 3abosieBanusi, Takue kak HTLV-1-
aCCOIMMPOBAHHYIO MMEJIONMATHIO/TPONTMYECKU cracTudeckuil mapamape3. T-JIJI
B3POCIIbIX — 3a00JIeBaHUE IIEJIOCTHOIO OpraHv3Ma C BOBJICYCHUEM B 3JI0Kaye-
CTBEHHBIN Tporecc koxwu, jerkux, nedenn, XKKT, [THC, numpaTuaecknx y3iaoB
u ceneseHku. Y 50 % mamueHTOB Koxka fABIsAETCA HauOoyiee XapaKTEepHOMH
AKCTPAHOJIAJIbHOM 00JIaCThI0O BOBJICUEHHUS B OIMYXOJEBBIA mporecc. Pasznuuaror
CJIEYIONTNE KIMHNYECKUE BapUaHTHI JAHHOTO 3a00JI€BaHUS: OCTPHINA, JUMQpoma-
TO3HBIN, XPOHUYECKUH, TICIOIIUH.

Yamie BcTpedaeTcs ocmpblil BapUaHT, KOTOPBIM XapaKTepU3yeTCsl 3HAYUTENb-
HBIM YBEJIMYEHUEM COJCpKaHUS B KPOBHU JIEHKOIIMTOB, TeHEPATM30BAHHOMN JIMM(a-
JIEHONATUEN, JINTUYECKUM TOPAKEHUEM KOCTEM C THUIEpPKalbIMEMUEH, a TaKkKe
KOYKHBIMU SI3B€HHO-HEKPOTHYECKMMHU Tiporuieccamu. [Ipu 3Tom oTMedaroTces remnaro-
CIUIeHOMerasus, T-KIeTOUHBI UMMYHOAS(DUIIUT C YACTHIMH ONTIOPTYHUCTUYECKUMHU
uHEKIUIMHU (THEBMOHUS, BbI3bIBA€Masi THEBMOLIMCTON KapUHUU, CTPOHTUIIONI03).

Jlumghomamo3sHwill BapuaHT XapaKTEPHU3yeTCs] 3HAUUTETHHON auMdbajeHona-
TUel, HO Oe3 BOBJEUEHHs Nepupepuyeckoil KpOBM B OIyXOJEBBIM IpoLecc.
BoNbIIMHCTBO MAIMEHTOB PETUCTPUPYETCS B Pa3BEPHYTOM CTajuu Jieilko3a, IMo-
T00HOM ocTpoit hopMe, XOTS TUNEPKATBIIMEMUS BBISBISETCS 3HAUUTEIIBHO PEXKe.
KosxHble OpakeHUs] BKJIIOYAIOT SPUTEMATO3HYIO ChIllb, MAMyJbl, Y3€JIKU (HOIY-
JISIPHBIE TTOPAKEHUS) C YACTHIM U3bIA3BICHUEM.

Xponuuecxkuu Bapuant T-JIJI B3pOCIBIX 4aCTO acCOLMUPOBAH C KOKHOU ChI-
Mb10, HApsIAy ¢ a0COMIOTHBIM JTUM(OIIUTO30M U HEMHOTOYUCICHHBIMU aTHUITUYHbI-
MU TUMGOITUTAMU B IepUPEPUIECKON KPOBH.

Tnerowuii BapuaHT XapaKTEPU3YETCs] HOPMaJIbHBIM KOJMYECTBOM JIEHMKOIIM-
TOB M ITUPKYJIAIUCH B KpOBHU Oosiee 5 % HEOIIaCTUUECKUX KIIeTOK. [lanueHTsl ya-
CTO MMEIOT KOXKHBIE€ U JIETOYHBIE MOPAKEHHS, HO JJUTUYECKOE MOPAKEHNUE KOCTEH
OTCYTCTBYET.

B 25 % cny4aeB XpOHMYECKHMH W TIICIOUIUM BapUaHThI MPOTPECCUPYIOT
B OCTPBIM KJIMHWYECKUN BapUaHT Jiekko3a. [Ipum Bcex BapuaHTax KIMHUYECKOTO
teuenust T-JIJI omyxosieBbie TUMQOLMTHI XapaKTEPU3YIOTCS SJIEPHBIM TOJIUMOP-
Gbu3MoOM, KpyMHBIMU pa3MepaMiu, HAJTMYUEM OTUETIMBBIX HYKJICOJ B siApax ¢ Ipy-
OBIM TUIOTHBIM XpoMaTuHOM. [Tomumopdusm saep npuaaeT kietke Gopmy IBETKa.
NMMmyHOpEHOTHTT OMTYyXOJIEBBIX KIIETOK XapaKTepu3yeTcs dkcrpeccuert T-kiaeTou-
Hbix antureHoB (CD2, CD3, CDS5), onnako ¢ yrparoit CD7. B GonbIIMHCTBE CITy-
yaeB onyxoJjeBbie JuMporuThl nMetor CD4™ u CD8™, nHOT1a 3KCIPECCUPYIOT Kak
CD4, tak u CDS. Bo Bcex ciydasix criibHO 3kcnpeccupoBan CD25, uro sBisieTcs
BAKHBIM JIMarHOCTUYECKUM TOKazaTeiaeM. lleHTpanbHyl0 poJib B MaTOreHE3e
T-JUJI B3pocnbix urpaet koaupyembiii Bupycom HTLV-1 B pernone pX nmporenn
Tax, akTHBUpYIOIMUNA OOJBINIOE pazHOOOpa3ue KIETOYHBIX reHoB. Kpome Toro,
BOXHOE 3HAUYCHHE HMeEeT ycwieHne 3(PGEeKTUBHOCTH afeHo3unHMOHO(ochaTa
¢ dochopunupoBanueMm TpaHckpunionnoro ¢akropa CREB, sBnsromerocs
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KJIFOUEBBIM 3BEHOM MaToreHe3a Jielko3a. BhisiBIeHHbIE MHOTOYMCIICHHBIE XPOMO-
COMHBbIE a00epalvy OMyXOJIEBBbIX KJIETOK HE HOCAT cHelu(pUYECKUl XapakTep.
dakTopamu, ONPEACNSIONMMU NMPOTrHO3 AaHHOro T-JUJI, SBIAIOTCS KIMHUYECKUE
BapUaHTHI JIEHKO3a, BO3PACT MAIlMEHTa, YPOBEHb CHIBOPOTOYHOTO KaJbIUs U JIaK-
TaTIETUIPOTEHA3bl, @ TAKXKE COCTOSHUE XU3HEHHO BAXKHBIX CHCTEM OpraHu3Ma.
[Tpo1OIKUTENBPHOCTD KU3HU MALIMEHTOB C OCTPHIM BapHaHTOM JIEWKO3a KOJeo-
jetcs ot 2 Heaenb 10 1 roxa. [IpyunHaMu cMEpTH OpHU 3TOM YacTO SBJISIIOTCS WH-
(EeKIMOHHBIE OCIOXHEHUS (CTPENTOKOKKOBBI MEHUHTHUT, AUCCEMUHUPOBAHHBIN
herpes zoster niporecc, THEBMOIMCTHAS (KApUHUH) ITHEBMOHHMSI) M THITICPKAJIbITHC-
MUsl. XpPOHUYECKUM U TJICIOIIMI BapUAHTHI JIEHKO3a XapaKkTepu3yroTcs 0omee JIju-
TEJIbHBIM KJIMHUYECKUM TEUEHHUEM M JIy4lled OOIIeil BBIKMBACMOCTBHIO MaIlUCH-
ToB. OIHAaKO 4YacTo HaOMIOJAroNIeecsl MPOTPECCUPOBAHUE B OCTPBIM MOJATHUI
MPUBOJUT K MOJTHUEHOCHOMY arpeCCUBHOMY TE€UEHHIO U UCXOJLY.

ArpeccuBnblii NK-kijerounsblii Jeiiko3/nmum¢poma — HEOIUIACTUYECKOE
3a00JieBaHUE, BOZHUKAIOIIEE B PE3ysIbTaTe CUCTEMHOW OITyXoJieBOM mposudepa-
. NK-kj1eTok, mocTossHHO acconuupoBaHHOW ¢ uHbuimupoBanuem EBV (Ep-
stein—Barr virus), u xapakTepU3yoIIeecsl arpeCCUBHBIM KIMHUYCCKUM TCUCHHEM.
DTHOJIOTHS JAHHOTO BHJIA JIEWKO3a MAJIO M3Y4Y€HA, HO MOCTOSIHHAS acCOLIMalus C
BupycoMm Epstein—Barr mpenmonaraer ero BeIyllyr0 HaTOTCHETHYECKYIO POJIb B
pa3zsutu NK-kierounoro neiko3a/muM@oMbl. DTOT BUA J€K0O3a SBISETCS I'eHe-
paNM30BaHHBIM, KpailHE arpecCMBHBIM 3a00J€BaHUEM OpraHu3Ma C BOBJICUEHHEM
BCEX JKU3HEHHO BAXKHBIX CUCTEM M OPraHOB, B TOM 4HCIIe epudepruyecKoil KpoBH,
KOCTHOT'O MO3TI'a, IEYEHH, CEIE3EHKH, JIETKUX, JIUM(PATUUECKUX Y3JI0B U Ap. Y Ma-
IIUEHTOB OTMEYAIOTCSI BCE MPOSIBICHUSI OCTpoM (a3bl 3aboisieBaHUs (Ci1abOCTh,
Ype3BbIYAMHO BBIpAXKEHHAS JIMXOpaJika U Ap.). B nmepudepuyeckoit kpoBu oTmeya-
€TCsl KapTHUHA JIEMKEMUYECKOro JEHKOo3a C COAEPKAHUEM 3JI0KAYECTBEHHBIX KJIe-
TOK Oonee 80 %, BBIPaKEHHOMN aHEeMHUE, HEUTPOIIECHUEH
U TPOMOOIUTONICHUEH. YPOBEHb CHIBOPOTOUHOM JAKTATIETHAPOTCHA3bl 3HAYU-
TEJIHLHO TOBBIIIEH, XapaKTepHbl TEeHEepaIM30BaHHAs JuUMpaIeHONATHs, TemaTo-
CIUICHOMETAJIMs, CHHIPOMBI reMo(aroluro3a M MyJIbTHOPTAaHHOTO MOPAKEHUs
opranusma. Knuaudeckoe TeueHue B OOJIBIIMHCTBE CIIYy4aeB OCIOXKHSETCS Koary-
JonaTuen, OCTpoil HEIOCTATOYHOCTHIO KU3HEHHO Ba)XKHBIX CUCTEM, OypHOUl Juc-
CEMHUHAIMEN 37I0KaUYeCTBEHHBIX KJIETOK B KOCTHBIM MO3T, BO BCE OpPraHbl U TKaHH,
YTO MPUBOIAUT K OTCYTCTBHIO 3P (heKTa XUMHUOTEpauu U ObICTpoMYy (DaTaibHOMY
ucxoay. Heomnactuueckue kietku skcnpeccupyror CD2, cCD3, CD56, uensiit
psa Tokemdeckux mouiekyii, FAS ligand, uro oOycioBnuBaet ux remodaromnurap-
HbI 2(G(}EKT U BBIPAKEHHYIO WHTOKCUKAIMIO opraHu3Ma. I[locTynupoBaHHBIM
HOPMAaJIbHBIM MPEAIIECTBEHHUKOM OMyXOJEBbIX KIETOK sBIst0TCS NK-KkineTku.

Taxum o6pazom, T-, NK-kineTounbie TuMQpOIUTapHbIE JIEMKO3bI BCTPEUAIOT-
cst penko (MeHee 5 % BceX ClydaeB XPOHHUYECKHX JTUM(POIUTAPHBIX JIEHKO30B) U
OTJINYAIOTCSI KpalHEW arpecCHBHOCTBHIO TEUEHHSI, BOBJICUCHHEM B 3JI0KaYECTBEH-
HBI MPOIIECC )KU3HEHHO BAYKHBIX OPTAaHOB ¢ HEOJIATOMPHUATHBIM MPOTHO30M.
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NPUHIIUAIILI JTEYEHUSA JIEHKO30B

CoBpeMeHHasi KOHIICTIMS JIeUEeHUs JieHKo3a (OCTpOoro JielKo3a) COCTOUT
B CIEIYIOIIEM: Ieb JICUCHUS — HpaJUKaIUs JeHKeMUUEeCKOro KJIOHA, BOCCTa-
HOBJICHME HOPMAJIbHOT'O KPOBETBOPEHMUSI, JOCTUXKEHUE NIUTEIBHOU Oe3peruanB-
HOM BBIKMBAEMOCTH MallMEHTOB.

DTanbl IeYEHUS

1) vHAYKIMS peMHUCCHM, HANpaBlICHHAS Ha JOCTIDKEHUE TMOJTHOW reMaTolio-
TUYECKOW PEMHCCUU ITyTEM YHUYTOKEHUS OCHOBHOM MAaCCHI JIEMKO3HBIX KJIETOK
W MUHHUMHU3AIIMHA OCTAaTOYHOU OOJIE3HHU;

2) KOHCONMIanus (3aKpeIuieHue) peMHUCCHH, HallpaBJICHHAs Ha JalIbHEHIIee
CHUYKEHUE MACChl OIYXOJIA U MPOPUIAKTUKY BOZMOMKHBIX PEIIUANBOB;

3) mojsiepKaHUe PEMHUCCUN — TOJICPIKUBAIOIIAS Teparus, MpeLycMaTpu-
BAIOIIIAsl ITTUTEIHLHOE TPUMEHEHNE MEHEE HHTEHCUBHBIX PEKUMOB JICUCHHUS.

[Ipu neyeHnn OCTPHIX JICUKO30B Y JETEH MPOBOIUTCA TEpamus U MPoQuIaK-
THUKa HEUPOJIEUKEMUU C TIEPBBIX ATANOB MPOTUBOOITYXOJIEBBIX MEPONPUATUN. J{7st
BbIOOpa A((PEKTUBHBIX METOJIOB U CPEJCTB JICUECHUS HEOOXOIUMO CBOEBPEMEHHO
OTIPEJICIUTh BUJ JICWKO3a, a TaK)KE CTAJUI0 U THKECTh 3a00jeBaHus. Anpooupo-
BAaHHbBIEC CTAHJAPTHBIE MPOTOKOJIBI JEUYEHHUS] Ha3HAYAIOT C YYETOM OCOOEHHOCTEH
TeyeHus 3a00JIeBaHusl, HACIEICTBEHHOCTH U KOHCTUTYLIMH MMAlIMEHTA.

OCHOBHBIE HANPABIICHUS TEPANTUU JIEUKO30B:

— MIPUMEHEHHUE CIEeNU(PUUECKUX XUMHUOTEPANIEBTUUECKUX MPErnapaToB-IIUTO-
CTaTUKOB,

— B psAJiE CIy4YaeB MCIOJIb30BAaHUE JTyYEBOM T€panuu, OCOOEHHO MPH JICUEHUN
HEUPOJICUKEMUH,

— OCYIIECTBJICHUE 3aMECTUTEILHON TEparuy IMyTeM TeMOTpaHC(Py3uu KOM-
MOHEHTOB KPOBU U CTBOJIOBBIX KPOBETBOPHBIX KJIETOK WJIU TPAHCILJIAHTAI[UU CHH-
T€HHOT'0/aJJIOTEHHOT0 KOCTHOTO MO3Ta;

— COIMMYTCTBYIOIAsl Tepalvs, HampaBlieHHas Ha TPOMUIAKTUKY U JICUCHUE
MHOEKITMOHHBIX OCIIOKHEHHUM (aHTUOMOTUKY, TPOTUBOTPUOKOBBIE CPEJICTBA);

— JI€TOKCUKAIIUS OpPTaHu3Ma C IENbI0 OCTa0JICHUs] TOKCUYECKOTO JEHCTBUSA
[IUTOCTATUKOB;

— CUMITOMAaTHYECKas Teparusi.

OcHoBoMnoararonuye NPUHIMIBI XUMUOTEPAUU JIEUKO30B:

1) mpuHIIMT JTO3BI/MHTEHCUBHOCTH, T. €. HEOOXOJMMOCTH HCIOJIb30BAHHUS
aJICKBAaTHBIX /103 IUTOCTATHUECKUX MPENapaTos;

2) IPUHIKI UCIOIb30BaHUS KOMOWHAIIMU IIMTOCTATHUECKUX CPeACTB (OT 3
70 7) C 1enblo mofdydeHust HauOombinero 3¢ dexra (MpUHIUIT CyMMAaIlid WHTEH-
CUBHOCTH J103bl) U YMEHBIIEHHUSI BEPOSITHOCTH PA3BUTHS JIEKAPCTBEHHON pe3u-
CTEHTHOCTHU;

3) MPUHIIMIT STAMHOCTH TEPAIHH.

[Tpu neyeHun neMKO30B HEOOXOJUMO HUCKIHOYEHHE POCTCTHUMYJIHUPYIOIIETO
(bu3NOTEePaneBTUYECKOTO JICUCHHS, BATAMUHOB U OMOCTUMYJISITOPOB.
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JlocTrKkeHUs TeMATOJIOTUH U MOJIEKYJISIPHOM OHMOJIOTMU MO3BOJIMIIN pa3pado-
TaTh METO/Ibl TATOT€HETUYECKON Tepanuu psja JIEUKO30B: XPOHUYECKOTO MHUENO-
UIHOTO JIEHK03a, OCTPOrO MPOMHUENIOUUTAPHOrO Jieliko3a. BrizmopoBeBimm
CUMTAIOT TAlMEHTa, Y KOTOPOro MMEETCS IMOJIHAS KIMHUKO-TeMaTOJIOrMuecKas
peMuccus Ha MPOTSHKEHUH S JieT 0e3 ciaydaeB peluANBUPOBAHMS TOCIIE 3aBeplle-
HUS TIOJTHOTO Kypca JICYEHUSI.

AJITOPUTM MATO®U3NOJIOTMUYECKOI'O AHAJIM3A TEMOI'PAMM
IPU JIEMKO3AX

Heo0x01uMo BBIOTHUTH CIAEAYIOUINE IIaTrH:

1. YeraHoBUTH HaJM4ue B KPOBH (reMorpamMme) aTHIHYHBIX (JIeiKO03-
HbIX) 0J1aCTOB, UTO SBJSETCS aOCOMIOTHBIM MPHU3HAKOM JIeiKo3a, AaXKe MPU MH-
HUMAaJIbHOM cojepxkaHuu OnactoB (B npenenax < 1 %). OrcyrcTBue B nepudepu-
YECKOM KpOBU OJACTHBIX KJIETOK IMPU HAJIMYUM M3MEHEHUW B KapTUHE KPOBU
Y KIIMHUYECKOW CUMITOMATHKH, XapaKTEPHbIX JJIs JIEMKO30B, TpeOyeT 00s3aTelb-
HOT'O MCCIIEAO0BAHMS KOCTHOTO MO3ra, SBJISIONIErOCs II1aBHBIM 3TaloM JUarHOCTH-
pOBaHus JIEUKO3a.

2. YCTAHOBUTDH THN JIeiiko3a (MUEIOUIHBIN WM JTUM(OUIHBIN), KOTOPBIH
OIIpE/ENAETCs] TUIOM OJaCTOB, YKa3aHHBIM B IeMorpamme (MUEIOUAHbBIE WU
auMdouHele 6mactel). s AMMQPOUIHBIX JIEWKO30B XapaKTepHbIE TUIBI Oa-
ctoB — T-, B-, numdo06nacTel; a8 MHEIOWIHBIX JICMKO30B — MHEI00J1acTHhI,
MOHOOJIACTBI, 3PUTPOOJIACTBI, MErakapuoOJIacThl, ATUINHUYHBIC MPOMHEIOLUTEHI
Y IPOMOHOITUTBHI.

3. YCTaHOBUTH THI OCTPBIX JIEHK030B, OIICHUB MPHUBEACHHBIE XapaKTepH-
CTUKU 0sacToB (Mopdosornyeckasi, IMTOXUMHYECKAs!, [IMTOTEHETUYECKasl, UMMY-
HO(PEHOTUIHNYECKAs, TeHHAs ).

4. J1aTh OLIEHKY NMPOUEHTHOI0 COAEPKAHUA B KPOBH ATHUIMYHBIX JIEHKO03-
HBIX 0JIACTOB C LIENBI0 YCTAHOBJICHUS BUA JIEMKO3a: OCTPBIN WM XPOHUYECKUI.

Conepxanue B KpoBu > 20 % aTUNUUHBIX (JIMKO3HBIX) OJIACTOB SIBISETCS
aOCOJIIOTHBIM TUarHOCTHYECKUM KpuTepueM ocmpoeo aevxoza (OMII, OJIJI) unu
CTaiuu OJJACTHOTO KpU3a XPOHUUECKUX JIEHKO30B.

Conepxanue B kpoBu < 20 % JeiKO3HBIX 0JIACTOB YKa3bIBAET HA XPOHUUE-
CKUll JeuKko3 TIPU HaJUYUUA COOTBETCTBYIOIIMX W3MEHEHUH B nepudepruueckoi
KpPOBH JIM0O, HE SBJSSICH IOCTATOYHBIM KpUTEpUEM MaHU(ECTAllMU OCTPOTO JIEeH-
KO03a, YKa3bIBa€T HA BO3MOKHBIN €r0 PELIUIMB.

Copnepxxanue B kpoBu < 20 % Jeiiko3HBIX OJACTOB YKa3bIBaeT Ha OCTPBIN
JeNKO3 B cllydasX MACHTU(PUKAIMU B OJacTax MOBTOPSIOMUXCS (PEKYypPEHTHBIX)
UTOT€HETUYECKUX M T€HHBIX aHOMAJIWM B BHUJAE TPAHCIOKALMU T€HETHYECKOIrO
Matepuana u (GopMUPOBAHUS HA aOEpPUPOBAHHBIX XPOMOCOMAX (JIepUBATAX XPO-
MOCOM) CIIUTHBIX T€HOB — CIELU(PUUECKUX T€HHBIX MAPKEPOB JIEHKO3a, CIIyXka-
X a0COJNIOTHBIM JIMarHOCTHYECKUM KPUTEPUEM ONPEEICHHOTO BapHaHTa Jieh-
ko30B. Hanmpumep, OMJI ¢ t (8; 21) (922; g22) u hopMuUpOBaHHEM CIMTHOTO FeHa-
mapkepa RUNX1-RUNXI1T1 nuarnoctupyeTcst mpu 0OHAPY>KEHUH 3TOTO TEHHOTO
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Mapkepa U ypoBHe OsactoB B KpoBu < 20 %; Takyke ycTaHaBIIMBAETCS UAarHO3
OILI ¢ Tpanciokamumei t (15; 17) (922; q12) npu BBISBICHUH CIUTHOIO IeHa
PML-RARA na nepuBate 17-if XpOMOCOMBI.

Copnepxanue B kpoBu < 20 % JeHKO3HBIX 0JIACTOB Tak)Ke UMEET MECTO MPHU
paznoBugHoctu MJIC, aBisironierocs npeamectseHHukoM OMIJL.

5. OnpeneJuTh THII U BAPUAHT OCTPOrO JieiK03a HA OCHOBAaHUU YyKa3aH-
HBIX B T€MOIrpaMMe THUIA JICMKO3HBIX OJIACTOB WJIM MX XapaKTePUCTHUK, HATUYMS
TeHHOTO MapKepa U COOTBETCTBYIOIIETO IMPOIEHTHOTO COJEp)KaHus OJacToB.
Hampumep, Tun neiiko3a nmumdoodnactaeii (OJIJI), ero Bapuanter — T-, B-mum-
dbobmacTHBIE JTEHKO3bBI; THI JIeiiKo3a ocTphiii Muenaounueii (OMJI), ero Bapuan-
Thl — ocTpblie Muenouanbie NOS: ocTpbIil MUENTO0IACTHBIN JIEHKO3 ¢ MUHUMAIIb-
HOM nudPepeHITMPOBKON, OCTPBIM MHEIO00IaCTHBIN JIeiiko3 6€3 co3peBaHusl, OCT-
pbIii MUEI00JACTHBINA JICMKO3 C CO3pEBaHUEM; OCTPBIM MOHOOJACTHBIM JICHKO3;
OCTPBIM MHUEIIOMOHOLMUTAPHBIN JIEMKO3; OCTPbIM MOHOLIMTAPHBINA JIEUKO3; OCTPBIA
MIPOMUETIOLUTAPHBIN JIEUKO3; OCTPBIE SPUTPOUIHBIE JIEMKO3bI; OCTPBIM MeEraka-
pUOOIIACTHBIN JIEHKO3; OCTPhIA 0a30(MIBHBIN JIEMKO3; OCTPHII MAHMHENIO3 C MHE-
no¢ubposom; Bapuantel OMJI ¢ noBTopsitonumMucs (peKyppeHTHbIMH) T€HETHYE-
CKUMH aHOMaJIMsIMH (TEHHBIMU MapKepaMu) u apyrue BapuanTel OMII.

6. /laTh OLIEHKY CYMMAapHOI0 KOJIN4YeCTBAa JIeiiKOUMTOB Nepudepuyeckoi
KPOBH.

KomuuecTBo neiikomuros > 100 - 10%1 — ngocTaTouHbli AUArHOCTUYECKHUIH
KPUTEPUH JIeUKeMUYECKO20 NetKo3a NAaXe TPU OTCYTCTBUH B KPOBHU JIEUKO3HBIX
0J1acTOB (XOTA B ATOM Clly4ae, KaK MpPaBHIO, ONPEICISIOTCS XapaKTepHbIE s
XPOHUYECKHUX JICHKO30B U3BMEHEHHUS B KPOBU U KOCTHOM MO3T€).

Komuuectso nelikonuros < 100 - 10%1 npu oTCyTCTBUM JIEHKO3HBIX GIACTOB
B KPOBH, a TaK)K€ KIMHUYECKON CUMITOMATUKH M JPYTUX U3MEHEHHI nepudepu-
YECKOW KPOBH, XapAKTEPHBIX ISl XPOHUYECKHUX JIEMKO30B, HE SIBIISIETCSl IHArHO-
CTUYECKUM KpUTEpHeM Jieliko3a. Tpebyercs ucciieqoBaHne KOCTHOTO MO3ra.

Komuuecto neiikonuros > 9 - 101, mo < 100 - 10%1 npu Hanuuuu B KPOBU
WM KOCTHOM MO3re 0JIaCTOB M COOTBETCTBYIOIIMX MOKa3aTesiel KPOBH, XapaKTep-
HBIX TS JIGWKO30B, YKA3bIBAET HA C)O/IetiKeMUudecKull 1eiKo3.

KonmugectBo netikonutos < 4 - 10%1 npu Hanuuum B KpOBHU GIIACTOB yKa3bl-
BACT HA JICUKONEHUUEeCKUU 1eUKO3.

HopmanbHoe 4YKClIO JIGMKOUMTOB B KPOBH C HallMuuMeM JIEHKO3HBIX OJa-
CTOB — MPHU3HAK AleUKeMUUECKO20 JeUK03d.

7. 1aTh OUEHKY JelkouHUTapHOii GopMyiabl («IAECpPHOU (POPMYIIBI
HEUTPO(DUIIOB) C MBI YCTAHOBJICHUS! TUIMYHBIX U3MEHEHHUH TIPU OCTPBIX U XPO-
HUYECKHX JIEUKO3aX:

— YCTaHOBUTh Haluuue jerkemuueckoro mposaina (hiatus leukaemicus), ma-
TOTEHETHUYECKasi CYIITHOCTh KOTOPOTO COCTOUT B yTpaTe CIIOCOOHOCTH JICHKO3HBIX
6mactoB K quddepeHIUpoBKe MpU OCTPHIX JieHKo3aX. BrICOKOe MpOIeHTHOE CO-
Jepkanue 0J1acToB (MHUENO0JIACTOB), @ TaKKe OTCYTCTBHE CO3peBaromux (hopm
HEUTPO(PHUIIOB — MHENIOIUTOB, METAMUEIIOIIUTOB — HAPSAY C HE3HAUYUTEIbHBIM
MPOIICHTHBIM COJIEPKAHUEM MAJIOYKOSIEPHBIX U CETMEHTOSACPHBIX HEUTPOPUIOB
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HA3bIBAIOT JIeUKEeMUYECKUM NPOBATIOM, XapaKTEPHBIM IJIaBHBIM 00pa3oM JIJIsl Bapu-
aHTOB OCTPOT0 MHeN00JacTHOTO Jeiko3a. [Ipu octpeix muMdoOIacTHBIX JNeiKo-
3aX TaKXe€ MMEET MECTO BBICOKUN MPOLEHT JIUMQPOOIACTOB C OTCYTCTBUEM CO3pe-
BAIOIIMX TMPOMEKYTOYHBIX (GOpM — TPOIUMDOIUTOB, YTO HEKOTOPHIE aBTOPHI
OTHOCST K JIEHKEMHYECKOMY ITPOBAILY;

— BBEIYHUCIUTD UHAEKC saepHoro casura (UAC) mo dpopmyne: % nerTpoduiion
C HECErMEHTUPOBAHHBIM SIIPOM, JCJIEHHBIA Ha % CErMEHTHOSACPHBIX HEUTpOPH-
noB. MAC ysennuen npu XMJL

— YCTaHOBUTh HAIMYHE JIEUKEMUYECKOTO (10 OJacTOB, MPOMHUEIOIUTOB)
TUIEPPETeHEPATUBHOTO CABHUTra JICHKOIUTAPHON (POPMYJIBI BIEBO, SBISIOLIETOCS
remarosniorndeckum mMapkepom XMIJL. IlpunaTo ciienyroniee OnpeaesieHue 3Toro
BUJIa C/IBUTA: HAJIMYKUE MAJOro MPoleHTa JielKko3HbIX 0s1acToB (< 20 %), mpoMue-
JIOLIUTOB C JIOCTATOYHO BBICOKUM IMPOLIEHTHBIM COJEP’KaHUEM aTUMUYHBIX OITyXO-
JIEBBIX MHEJIOIUTOB, METAMHUEIIOIMTOB, MAJOYKOSIIEPHBIX HEUTPODUIOB Ha (OoHE
BBIPAXEHHOI'O JIEMKOLINTO3a U a0COJIFOTHON HEUTPOPUIUY.

8. /laTh OlleHKY THIIMYHBIX HAPYUICHHUI JeKOTPAMMBI NPH JIeHK03aX:

— YCTaHOBUTHh Hanuuue 0a30(uiIbHO-303MHO(UIBHON accouuanuu (abdco-
moTHas 6azoduinus + abconoTHas 203UHOPMIIHS ), XapakTepHo st XMJL;

— YCTAaHOBHUTh HAJIWYUE TPAHYJIOUUTONEHUU (AOCOTIOTHONM HEHUTPOIIECHUH)
BIUIOTh JIO arpaHyjolMTO3a, YTO XapaKTepHO ISl OCTPhIX Jiekko30B (OMJI
u OJII);

— YCTAaHOBHUTH HaJW4YME€ 3HAYUTEIHHO BBIPAKEHHOTO B TEUCHHUE TUTEIHHOTO
nepuoza BpeMeHH abcomoTHoro mumdonurosa (> 10 - 10%n mumdonuros), urto
SIBIISIETCS. PAaHHUM JTUATHOCTHYECKUM KPUTEPHUEM XPOHHUYECKOro JuMQoseiko3a
JaXke TP OTCYTCTBHH B KPOBH aTHIMYHBIX TUM(POOIaCTOB;

— YCTAHOBUTh HAJIMYKE BBIPAKEHHOTO OTHOCHTENbHOTO (> 20 %) 1 abcoumoT-
HOro MoHouurosa (> 1 - 10%m), 4ro MoXkeT GBITH XapPaKTEPHO LI XPOHHUYECKOTO
MUEI0-MOHOIIUTAPHOTO ¥ MOHOIIUTAPHOTO JIEMKO30B — BAPUAHTOB MUEJIOIMCILIA-
CTHUECKUX/MUETIONPOIN(PEPATUBHBIX HEOTIa3M, 4acTo npemecTBytonmx OMIJI;

— YCTaHOBHUTH OTCYTCTBHE 0a30()MIIOB, aOCOIIOTHYIO P03WHOINEHUIO WM OT-
CYTCTBHE 303MHO(DHUIIOB (aHA03MHOPIIIHIO), YaCTO BhIsBIIsieMbie pu OMJIL.

9. IaTh OLIEHKY CYMMAaPHOTI'0 COJEeP:KAHHUS 3PEeTOKIETOYHBIX IJIEMEHTOB
KPOBM (3pUTPOLUTOB, TPOMOOLIMTOB, JIEHKOLUTOB):

— YCTaHOBHTHh HAJIMYWE TAHIUTOTICHUH (IPUTPOIICHUSI ~+ JCHKOmeHus +
TpOMOOIIEHUS), YACTO XAPAKTEPHOU JIs1 OCTPBIX JICHKO30B;

— YCTaHOBHUTh HAJM4ME MAaHUMTO3a (JEUKOUUTO3 + 3PUTPOLUTO3 + TPOMOO-
IIUTO3), XapaKTePHOTO JIJIsl UCTUHHON MOJUIIUTEMUH — XPOHHUYECKOTO JICHKO3a 13
IpyNIIbI 3JI0KAY€CTBEHHBIX MUENOMpondepaTUBHBIX HeoriazM (0one3ns Bakesa).

10. OneHUTH HAPYLIEHUS B CHCTEME IPUTPOIUTOB!

— 10 maHHBIM cogepxanus Op/n, Hb/a, remaroxkpura (HCT), mpouentHOro
COJIEp KaHUSI PETUKYJIOIUTOB M JAPYTHX JSPUTPOIMTAPHBIX TOKa3aTeled yCTaHO-
BUTH HAJTMYME AaHEMHUH M 0XapaKTEPU30BAThH €€ TI0 UMEIOIINUMCS] KPUTEPHSIM;
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— paHHss, BBIpAKEHHAs, MPOTPECCUPYIOIIAs aHEMHs, KakK IpaBUIO, HOP-
MOXpPOMHasi, HOPMOLIUTapHasi, apereHepaToOpHasi, TAKEION CTENEHU, METAIIacTH-
YEeCKOT0 reHe3a — JMAarHOCTUYECKUM MpHU3HAK OCTphIX JeikozoB (OMIJI, OJUI),
BBISIBJISIEMBIN Ha MEPBBIX K€ dTanax UX JUarHOCTUPOBAHUS;

— HOPMOXPOMHAsi, HOPMOLIUTAPHAsI aHEMUS JIETKOW WIIA CPEJHEW CTENEeHU
TSDKECTH, METAIVIACTUYECKOTO T'€HE3a, IMTOCTENEHHO MPOrPECCUPYIOIasi B TUHAMH-
Ke 3a0osieBanusi, HabmoaaeTcs npu XMJI;

— ayTOUMMYHHasl TEMOJIUTUYECKAsI TUIIOXPOMHAsI aHEMUS TSKEJION CTENEeHU
BBISBIIsIETCS Ha mo3aHuX 3Tanax B-XJLJI;

— YCTaHOBUTh HAJIUYHUE a0COIIOTHOIO, SPUTPONOITHHHE3ABUCUMOTO IPUTPO-
[ATO3a C 3HAYUTEJILHBIM YBEIUYEHUEM COJIEPKAHUSI TeMOTJ00nHa (TUIepXpome-
MUS), YTO SBJISIETCS OJTHUM M3 OMPEIESISIONUX JUATHOCTUYECKUX KPUTEPUEB HC-
TUHHOW MOJUIUTEMUHU.

11. IaTh KOJIM4YECTBEHHYI0 OLIEHKY COJeP:KaHUsl TPOMOOLMTOB

— YCTaHOBHUTHh HAJIMYUE TPOMOOIIMTONEHUU U, COOTBETCTBEHHO, F€MOpparu-
YECKOr0 CUHAPOMA, MPOSBIISIIOIIMXCSA HA HAYaJbHBIX 3Tanax JAHArHOCTHUPOBAHUS
OCTPBIX JIEUKO30B;

— YCTaHOBUTHh HAJIMYME TPOMOOLIUTEMHH, BBISBIAEMON MPH XPOHUUECKHUX
3JI0KQYE€CTBEHHBIX MUenonpoiaudepatuBHbIX Heoriazmax (XMJI, uctuHHas mo-
aunuTeMus — 0oJie3Hb Bakesa, scceHImanbHas TpPOMOOIIMTEMUS).

12. OneHUTHh NMPOTrHOCTHYECKHE KPHUTEepHH Jieiiko30oB. HebGmaronmpustHbie
MPOTHOCTUYECKUE KPUTEPHUU:

— YBEIIMYEHUE CYMMApHOTO YHUCJa JICUKOUWTOB KpPOBH JIO 3HAYCHUH
>100 - 10%;

— BBICOKOE COJiepKaHue 0J1acTOB (YPOBEHb 0JIACTOB MOXKET AocTHraTh 99 %),
TpeOyrolee HEMEJICHHOTO CHIDKEHUSI MACChl OITyXOJIEBBIX OJIACTOB IIMTOCTATH-
YECKOM Teparmei;

— HEOJIaronmpUATHBIE BapUAHTHI OCTPBIX JIEWKO30B: T-KJIETOUHBbIE BapUaHTHI
y nereir; common-B-OJIJI u B-OJIJI y B3pocnbix; MOHOOJIACTHBIN, SpUTPOOIIACT-
HBIM, METaKapruoOJIaCTHBIN JIEMKO3bI Y JIETEH U B3POCIBIX;

— "HeOaronpusaTHeIe HUTOreHetnuyeckue anomammu: t (9; 22), t (4; 11),
t(8; 14) u t (1; 19) npu OJUJI; monocomus 50-, 7q-, 39-; 11923 (t (10; 11)), Ph'
npu OMJI y nereit u B3pOCbIX;

— TUMEPIKCIPECCHs OETKOB, MOAABISIONIMX aMOINTO3 U CTUMYJIUPYIOLIUX KJie-
To4Hyt0 nposudeparuio: o6enxos Bel-2 mpu XJIJT; BCR-ABL npu OJIJT u OMJI;

— renaTocIyieHOMeranus, JuM@azeHonaTus, HeHpoJeukeMus, TPOMOOIIUTO-
MEHUs U aHemus Tspkesnoun creneHu npyu XJIJI v ocTphIX JIEHK03aX — YKa3bIBAKOT
Ha O0COOYI0 TSDKECTh COCTOSHUS TallMeHTa W TeHEpaIM3aIfio0 OIMyXOJEBOTO
mpouecca.

Ha ocHOBaHMM NPOBEAECHHOTO aHaIM3a TeMOTrpaMMBbl JaTh 3aKIII0YCHUE!

1. JIaTh MOJHYIO XapaKTEPUCTHUKY JICMKO3a: BUJI JIeHK03a 1Mo creneHu nudde-
PEHLIMPOBAHHOCTH JIEUKO3HBIX KJIETOK — OCHPblU WIN XPOHUYECKUU; TUTT JIEUKO3a
M0 JIMHUHU KPOBETBOPEHUS — JIUMGPDOUOHBIN WA MUETOUOHBLU, COOTBETCTBYIOITUI
TUIY JIEUKO3HBIX OJIACTOB; MOJTUI — BapUAHT YCTAHOBJIEHHOI'O THUIIA OCTPOTO
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Jeriko3a (eciu UMEIOTCSI JOTIOJIHUTENIbHBIE XapaKTEPUCTUKH JICHKO3HBIX 0J1IaCTOB);
0 KOJIMYECTBY JICUKOITUTOB — JICHKO3 JetikeMuyueckut, cyoneikemuieckutl, aeti-
KeMuyeckulli WU JlelikoneHuweckutl; ykKaszaThb CTaguro Jekosza (mass XMJI,
B-XJUJI/mumbomsr).

2. O00CHOBaTh JAMArHOCTHYECKYI0 3HAYMMOCTH BBISABJICHHBIX HapYIICHUM
B CHCTEME KPOBH TIPH JICMKO3€: B CHCTEME JICHKOIIMTOB — HAJIMYHUE/OTCYTCTBUE
JlelUKeMUuyecko20 nposad, HaIuIne/0OTCyTCTBUC Oa30(UIbHO-303UHOPUIbHOU ac-
coyuayuu, HATAINE/OTCYTCTBUE 2PAHYIOYUMONEHUU, ACPAHYIOYUMO3A, NAHYUIO-
neHuu, HAJTUIAE/OTCYTCTBUE 2UNEPPeceHepamopHO20 NelKeMUuu4eckoeo cosuad
JIeUKOYUMAapHoU opmyasl 671€60; HATUINE/OTCYTCTBUE AOCOIOMHO20 TUMGPDOYU-
mo3a v Jp.; B CUCTEME IPUTPOITUTOB — AHEMHH PA3THYHON CTEIIEHU TSHIKECTH Me-
TaIJIACTUYECKOTO WJIM ayTOMMMYHHOI'O T€HE3a;, B CHUCTEME TPOMOOIIMTOB —
TPOMOOIIMTO3bI, TPOMOOIIUTONIEHUH, TPOMOOITUTEMHUH.

3. YKazaTh MporHo3 ¢ y4eToM UMEIOIIUXCS B TeMOrpaMMe IPOTrHOCTHYECKUX
KPUTEPUEB OIICHKHU JICHKO3a.

4, Jlath peKOMeHAAIIMN HEOOXOAUMBIX JICYCOHBIX MEPONPUITUH, UCXOJ U3
MaTOrCHETUYECKOW OIICHKM COCTOSIHHS ITI0Ka3arelied mnepudeprudeckor KpPOBHU
1 KOCTHOTO MO3Ta.
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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, METarIacTU4e-
WBC — 120 - 10%n 1 | JleiixeMudeckuii neiiko3 CKasl, TSDKEJION CTeTIeHHU.
Blast — 96 % —~ |Ocrtpblii jJeiiko3 2. B cucreme Jgeiiko-
Neu: JeMKeMUYECKUM poBall (BBICOKUH IPO- LHUTOB. OCTPBIA, MUEIIO-

myelo — 0 % LIEHT 0J1aCTOB, OTCYTCTBHE MHUEJIONIUTOB) | OJACTHBIN JIeHKeMUYe-

meta — 0 % cKkuil neiko3. OTcyT-

band — 0 % CTBHE IIPH3HAKOB

segmentated — 4 % T hepeHITMPOBKU
Baso — 0 % } OtcyrcTBUe 6a30dunoB B TUM(DOITUTAPHOM
Eosin — 0 % AH303uHO DTN 1 MOHOIIUTAPHOM
Lymph —0 % } pOCTKax.
Mono — 0 % OtcyrcTBUE TUM(OIUTOB U MOHOLIUTOB 3. B cucreme TpoM60O-
PLT —40 - 10%n | BoipaykeHHast TpOMOOLIMTONIEHNS METAIUIa- | IMTOB: BHIPAYKEHHAs
ESR — 70 Mmm/4 1 (3Ha- | CTHYECKOTO reHe3a TPOMOOIIUTONIEHUS
YUTEJIbHO YBEJINYEHA)

LluToxumMuyeckass XapakrepucTuka 0JacTOB: peakius OJIacCTOB Ha MHEJOINe-
pPOKCH/Ia3y MOJIOKHUTENbHAs (+++); COOTBETCTBYET THITY JIEMKO3HBIX 0JIACTOB — MHUeE-
no0nacTam.

Mopdosiornyeckasi XapakTepucTHKA 0J1ACTOB: BO BCEX MOJISIX 3PEHUS KPYITHbIE
NPaBWIBHOM OKpPYIJIONH (opMbl OJacThl ¢ €AMHUYHBIMH a3ypOQUIbHBIMU TpaHyJIaMU
U najoukamu Ayspa B 6a30(prIIbHON TUTOIIIA3ME, OTYETIMBBIMU SJIPBIIIKAMHA B HEXKHO-
CETYaTOM sI/Ipe; COOTBETCTBYET TUIY JIEHKO3HBIX 0JIaCTOB — MHeN00JacTaM ¢ co3peBa-
HueMm (M2).

3akiouenne. J[aHHas reMorpaMma xapakTepHa JUIsl OCTPOrO MHeNl00JIacTHOTO
¢ co3peBanueM (M2) neiikeMuueckoro neikosa. I emamonozuieckue npusHaKuy 1etko3a:
BBICOKU TIPOLIEHT 0JIACTOB, JICHKEMUUECKUN MpPOBall — MPU3HAKKU BBICOKOU mposnde-
paTHUBHONM aKTUBHOCTHU OJIACTOB W MOJHOM yTpaThl UMU JU(DPEPEeHIIUPOBOUYHOTO MOTEH-
1[Majna; aHeMusl TSKEJIOM CTENEeHM, apereHepaTopHasi, MeTalulacCTUUeCcKas; BbIpaKeHHas
TPOMOOIMTOIEHUS; aH303UHODUIIHUS; OTCYTCTBHE JTUM(POLUTOB U MOHOLUUTOB (IIPOTUBO-
OITYXOJIEBBIX 3PPEKTOPHBIX KIETOK) — MOCIEICTBUS METaIIa3ul KPOBETBOPHON TKaHU
JEHKO3HBIMH OJIacTamMH.

IIporno3 xpaiine HEOIArONPUATHBINA, T. K. BBICOKHH MPOIEHT OJacTOB, JIEHKEMU-
yeckasi (hopMa Jieiiko3a CBUJETENbCTBYIOT O CTUMYJISIIIUU OIYXOJIEBOTO pPOCTA.

Pexomennanmu: HeoOxoauma 3(@exTuBHas MPOTUBOOIYXOJEBas Tepamnus s
YMEHBIICHHSI YUCIIA IUPKYIUPYIONINX B KPOBU JICHKO3HBIX OJIACTOB.
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IIpumep 2

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

RBC —1,8-10%/n| |AHemus Tskenoii cTeneHu 1. B cucteme 3puTpoO-
Hb — 60 r/x HUTOB. aHEMUSI HOPMO-
Ir—1 HOPMOXpPOMHasl, XpOMHas, apereHepa-
Ret —0 % apereHepaTopHas TOpHAasi, METaIJIaCTHYe-
WBC — 7 - 10%n B npenenax HOpMbI CKasl, TSDKEJION CTETICHH.
Blast —75%  — | Octphlii Jieiiko3 2. B cucreme Jeiiko-
Neu 10 %: Ab6comotHas meiitponierns (0,7 - 10%1), | mmMTOB: OCTpEIii aneii-

myelo — 0 % arpaHyJIOIHUTO3 KEeMUYECKUH JIEHKO3,

meta— 0 % aOCoJIIOTHAs HEUTpOTIe-

band — 2 % HHS, MHEJIOTOKCHYE-

segmentated — 8 % CKHI arpaHyJIoIuTO3,
Baso — 0 % B npenenax HopmbI aH’03uHO UM, abco-
Eosin — 0 % AH303uHO DTN JIOTHAS TUMQOIHUTOIIC-
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 LMTOB: YpE3BbIYAITHO
ESR — 65 mm/4 1 3HAUYUTENBHO YBEJIMYEHA BBbIpaX€HHAst TPOMOO-

IIUTOIICHUS

HuTtoxuMusi: BBICOKOE COJACp>KaHHE HECMEeHU(PUIECKON 3CTepasbl, MOABISIEMOM
dbTopuIOM HATpHs, HETaTUBHAS PEAKIMS HA MUEIONEPOKCHUIA3Y; COOTBETCTBYET THITY
JICKO3HBIX 0JIACTOB — MOHOOIACTaM.

Mopdosiornyeckass XapakTepucTHKA 0J1ACTOB: BO BCEX MOJISIX 3PEHUS KPYITHBIE
(> 25 MKM) JeHKO3HBIE 0JaCThl — ATUMUYHBIE MOHOOJIACTHI C PA3TUYHON MOHOIIUTOUI-
HOU (popMOii sziep, OTUETIUBBIMH SIIPBINIKAMH, COOTBETCTBYET THITY JICMKO3HBIX Ola-
cTOB — MOHOoOnactam (M5).

Nmmynopenornn: CD13*, CD14%, CD11b*, aHTHau30muM+; COOTBETCTBYET THITY
JIEWKO3HBIX 0J1acTOB — MoHOOnacTaM (MS).

3akarouyenne. ['emorpaMma xapaktepHa Ui OCTPOTO MOHOOJIACTHOTO ajeiKeMHu-
yeckoro Jeiko3a (MS5). lemamonoecuueckue npusnaxu neuxo3a. BBICOKUNA TMPOIEHT
JEHKO3HBIX OJacTOB (NMAHUMUTOINEHUS), AaHEMHs TSKEJIOM CTENEHHU, apereHepaTopHas,
METaIUIaCTUYECKast, YPE3BBIYAHO BBIpAXKEHHAS TPOMOOIMTONEHUS; aHAO3MHO(DUINS;
abcoNroTHAsT HEUTPONEHUs, MHUEIOTOKCUYECKUN arpaHysonuTo3, aOCONIOTHAS JIHM-
domenust, 4TO CBS3aHO C MeTarula3ueil JIEWKO3HbIMU MOHOOJacTaMHu 3PUTPOLUTAPHOTO,
TPOMOOIMTAPHOTO, TPaHyIOLUTAPHOTO, TUM(OIUTAPHOIO POCTKOB FEMOII0A3a.

IIporno3 kpaiiHe HeOIAronmpUsATHBINA: BHICOKUNA MPOLEHT JIEHKO3HBIX OJIACTOB; TA-
JKenask KOCTHOMO3TOBasi HEJOCTATOYHOCTh (MAaHIIMTONCHHS, MHEIOTOKCUYECKHI arpaHy-
JIOIIUTO3), YPE3BBIYAiHO BBIPAKEHHAS TPOMOOIMTONEHHS C OMACHOCTBIO MPO(dY3HBIX
KPOBOTCYCHUH.

PexomeHgamuu: Hapsly € LUTOCTATUYECKOM IPOTHUBOOIYXOJIEBOM Tepanueu
HeoOX0JIMMa 3aMeCTUTENIbHAsL Tepanus MpernaparaMu KJIETOK KpOBHU JUIsl peIoTBpalle-
HUS TSDOKETBIX TPO(]Yy3HBIX KPOBOTEUCHUH, MH(MEKIIMOHHBIX OCJIOKHEHUM, THIOKCHYE-
CKHX MOBPEXKICHUMN KU3ZHEHHO BaXXHBIX OPTraHOB.

45



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, TSYKEJION CTEIEeHH.
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 % aOCoJIIOTHAs HEUTpOTIe-
band — 3 % HUS; aHP03UHOD WIS,
segmentated — 14 % a0COJIFOTHAsA MOHOLIH-
Baso — 0 % N TOTICHHSI.
Eosin — 0 % Ando3uHOpUIUS 3. B cucreme TpoM60O-
Lymph — 17 % N (1,5 - 10%m) LHMTOB: BEIPAKCHHAS
Mono — 1% AOCOIIOTHAsT MOHOLIUTOIIEHUS TPOMOOIIUTONICHUS
(0,087 - 10%x)
PLT —20 - 10%x | BripakeHHass TpOMOOIIUTOTICHUS
ESR — 69 mm/y 1 3HAYNTEIHHO YBEIHYCHA

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

Mopdosioruyeckas XapakTepuCTHKa 0J1aCTOB: MEJKHE JIEUKO3HBIE KIETKH C BBICOKUM
AJIePHO-IIUTOIUIA3MAaTUUYECKUM COOTHOLIEHHEM (CKYIHOW IMTOIIA3MOM), IUIOTHBIM XpOMAaTH-
HOM U 71200 BU3YaIM3UPOBAHHBIM SAPBIIIKOM — JuM(poOiacTel L1 Mopdomormueckoro Tuma.

HUmmynodenorun 6nactasix kierok: HLA-DR', CD34, CD19*, CD22*, CD10*, CD13",
CD33", Tdt" — npe-B-kierka ¢ koskcnpeccueit CD13*, CD33; cooTBETCTBYET THITY JIESHKO3HBIX
6mactoB — rnpe-B-nmumdobnactam ¢ koskcnpeccueit CD-anTHreHoB HeHTpOMIIBHON TUHUN.

IuTorenernyeckasi xapakrepucruka: t (1,19), B 6nactax BwiABIseTCS Quuiagenbuii-
ckast xpomocoma (Ph' (9; 22) (g34; ql1)); cOOTBETCTBYET THITY JIEHKO3HBIX 01acCTOB — mpe-B-
aumdoObaacTaM ¢ HanuueM puianenbGuiickoir XpoOMOCOMBI.

Mopdonoruueckas, TUTOXUMUYECKAs, [IUTOT€HETHYECKAs, UMMYHOJIOTHUYEeCKasl XapaKTe-
PUCTHUKH OJaCTHBIX KJIETOK COOTBETCTBYIOT L1 MopdonornueckoMy Tumy JeiKo3HbIX JTuMpoOia-
CTOB C HanuuueM (uianenbGuiickoit XxpoMocoMsl, ¢ UMMyHOdeHoTHIIOM Mpe-B-nmumpoobaacra ¢
KodKcmpeccueit MuenouaHbix CD-aHTUTEeHOB.

3axmouenue. [laHHas remorpamMma XapakTtepHa Juist octporo npe-B-OJIJI/mumdomsrl.
['emarosiornyeckue NpuU3HaKK JEeWKo3a: BHICOKHUM MPOLEHT npe-B-numpobaacTos; MeTamiactu-
yecKasi aHeMUs TSKEJION CTEeTeH!; BhIpakeHHasi TPOMOOIIMTONCHUS; a0COIIOTHAST HEUTPOIICHHUS;
aHP03MHOGUITNS; A0COIOTHASI MOHOITUTOIICHUSI — BCE 9TO O0YCIOBJIEHO BBICOKOW Tposudepa-
TUBHOW aKTUBHOCTBIO JIEHKO3HBIX JIMM(POOIACTOB ¢ MeTaria3ueil KpoBETBOPHOM TKaHU KOCTHO-
ro Mo3ra.

IIporno3 xpaifHe HEOIAroNpHATHBIM, T. K. Hamuuue QuiaanenbGuickoil XpoMOCOMBI,
a tawke t (1; 19) — kpaiitHe HeOIarompUATHBIE MPHU3HAKH, YKa3bIBAIOIIME HA YCTONYHUBOCTH
nanHoro Bapuanta OJIJI k XuMHOTepamuu; 4pe3BbIYAHO BBIpaXKEHHAs TPOMOOLUTOIEHUS
OIacHa BO3MOXKHBIMH MPOPY3HBIMU KPOBOTEUEHHUSMHU.

PexoMeHIanuM: TTPOTUBOOIYXOJIEBYIO IUTOCTATUYECKYIO TEpaNUi0 HEOOXOAUMO coue-
TaTh C 3aMECTUTEJIbHOW Tepamnuel mpernapaTaMu KJIETOK KPOBM WM reMoTpaHcdy3uei s
IIPEIOTBPALICHHS ONTACHBIX KPOBOTEUEHUH U TSKENBIX OCI0KHEHUN aHEMUH.
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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 PUTPOIIUTO3 a0CO-
Ret —2 % Perukynonuros JIOTHBINA ITEpBUY-
HCT — 0,8 /1 (80 %) 11 |3Ha4MTENBHO YBEIUYEH HBIi; THIIOXPOMHSI;
WBC — 151 JlelikouuTo3 PETUKYJIOLHUTO3;
Neu — 75 % 1 HCT — npusnak
myelo — 0 % Ab6comtotHas neiirpopunus (11,25 - 10%1) | crymienus kposu.
meta—5 % C pereHepaTUBHBIM CIBUIOM BJIEBO, 2. B cucreme
band — 10 % HAC =0,25 JEHKOUMTOB:
segmentated — 60 % JIEUKOIUTO3; abco-
Baso — 0 % N JFOTHAS S03UHO(H-
Eosin —7 % A6comotHas s03unobumms (1,05 - 10%m1) JUst; aOCOJTFOTHAS
Lymph — 15 % N (2,25 - 10%1) oTHOCUTETbHAS TUM(OIEHNS | HEHTPOPIITHS
Mono — 3 % N (0,45 - 10%n) C pereHepaTUBHBIM

PLT — 650 - 10%x 1

ESR — 1 mm/u

TpombonuTo3

[TaHmTO3 (3PUTPOIUTO3 + JICHKOIHUTO3 +
TPOMOOIIUTO3)

HwxHss rpaHuiia HOpMbI

SIAEPHBIM CIIBUTOM
BJIEBO.

3. B cucreme
TPOMOOIIMTOB:
TPOMOOIIMTO3

B anamue3se: sputpomenanrus (00iu B IUCTANbHBIX (paynanrax manbieB), Al —
190/85 (apTepuanbHas rUIEPTEH3US).
3akaouyenne. ['emorpamma xapakTepHa JJii UCTUHHOW MOMUIIUTEMUH, 2A CTa-
JTUY — MUEJIoNpoiardepaTuBHON HEOI1a3Mbl (CHHOHUMBI: SpUTpemMusi, 6one3Hns Bakesa).
I'emamonozuyeckue npusnaxu netko3a. NaHIUTO3 (a0COMIOTHBIM MEPBUYHBIN APUTPOLIH-
TO3, aOCONIOTHAs HEUTPOPUIIMA C PEreHEPATUBHBIM CIBUTOM BJIEBO, TPOMOOIUTO3);
NAaHMUEN03 — OINyXO0JIEBasl TMIEPIUIA3Us TPEX POCTKOB MHUEIOUAHOTO KPOBETBOPEHMSI
(3pUTPOLUTAPHOIO, TPAHYIOLUUTAPHOTO, TPOMOOIIUTAPHOI0); MPU3HAKK CTYIIECHHUS KpO-
BY (] reMaTOKpUTA, MOJTUIIUTEMUYECKasi TUTICPBOJIEMHUSI, HIDKHsISI TpaHuiia HopMbl ESR).
IIporno3 omnpenensierca craaueid mporecca. 2A craauss UCTUHHOW MOJUITATEMHUH
OTHOCHUTEJILHO OJIaronpusATHasA, OJJHAKO TpeOyroliasi NPOTUBOOITYX0JIEBOU TEparHH.
PexoMenmanum: HeoOXOAUMBI TPOPHIIAKTHKA TPOMOO30B, TPOMOOIMOOIHIT U KOp-
PEKLMS apTEepUAIBHOM TUIIEPTEH3UU.
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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 aHeMUs JIETKON-CpeI-
WBC —38-10%11  |JleiikoruTo3 Heli CTeNeHNn TAKECTH,
Pro—3% MeTariacTH4ecKasl.
Neu —78 % 1 Ab6comotHas meiitpodumus (29,6 - 10%m1) | 2. B cucreme eiiko-
myelo — 7 % C JICHKEMHUYECKHUM (710 IIPOMHUEIIOIMTOB) HHUTOB: cyOnelHKkemMuye-
meta — 14 % THIIEPPEreHEPAaTOPHBIM SIIEPHBIM CABUTOM |CKUH JIEHKO3; a0COIIOT-
band — 12 % BJICBO Hast HEUTPOHITUS
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 Ab6comrotHas s03unoduus (1,14 - 10%m) | Bneo, abcomoTHas
Lymph — 10 % A6comotHsli muMdormtos (3,8 - 10%/1) 6a3ounus, abCo0T-
Mono —2 % 1 A6comoTHbIi MoromuTo3 (0,76 - 10%/71) Hast S03MHOPMINS —
PLT — 480 - 10%x 1 TpomOo1uTO3 6a30(UITLHO-2031HO-
ESR — 35 mm/u Beitie HopMbI (buapHas accoruanys;
a0COJIIOTHBIN JTUM(DOITH-
TO3; a0COJIFOTHEII
MOHOIIMTO3.
3. B cucreme Tpomoo-
HHUTOB: TPOMOOITUTO3

LuToreHeTuyeckasi XapaKTepPUCTUKA JIEHKO3HBIX KJIeTOK: 95 % Bcex KIETOK
KpOBH coziepikat dunanenbduiickyro xpomocomy (Ph' t (9; 22) (934; q11)) BCR-ABL1 —
MapKep XpOHUYECKOTO MUEIIOUIHOTO JIEHKO03a.

3akiouenne. JlanHas remorpaMma XapakTepHa JUisl XpOHUUYECKOT0, MUETIOUIHOTO
BCR-ABL1-noi0oXuTeNbHOTO, CyOJeHKEMUYECKOro JielKo3a, CTaJus XPOHHYCCKAs.
T'emamonocuueckue npusnaxu Jieliko3a: BBIPAXXEHHBINA JIEHKOIUTO3 C OTCYTCTBHEM OJia-
CTOB (HaJIMYME MPOMUENOLUUTOB), 0a30QUIbHO-303MHO(UIIbHAS accolMalns, aOCOTOT-
Hasi HEUTpohuiIHs ¢ JTEHKEMUYECKUM THIIEPPETCHEPATUBHBIM SIIEPHBIM CIIBUTOM BIIEBO,
aOCOIOTHBIN MOHOITMTO3, TPOMOOIIMTO3, AHEMUSI CPEAHEH CTEIEHM TSDKECTH, MeTaria-
CTUYECKasl; OTCYTCTBUE OJACTOB, HEBBIPAXKEHHBIN JIEUKOIIMTO3 YKa3bIBAET HA XPOHUYE-
ckyro craano XMJL

IIporuo3 orHocutenbHO OnaronpusaTHbIil. Jledenne XMJI B xpoHudeckoil craauu
MHTHOUTOpaMU TUPO3UHKUHA3bI B 70 % ciyyasx JaeT MOJHYI0 KIMHUKO-TeMaTOJIOTH-
YECKYI0 PEMUCCHIO.

Pexomenganumu: HEoOXOAMMO NPOBEJACHUE CBOEBPEMEHHOM NATOT€HETHYECKOM
IIPOTUBOOITYXOJIEBOW Tepamnuu, T. K. jedyeHue XMJI B cTtagum akceimepauuu He Bceraa
3¢ dHEeKTUBHO.
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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 CTETICHH, HOP-

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

Pro— 12 % CTHUYECKas, MeTalruia-

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

Neu — 51 % Ab6comoTtHas Heiirpodunus (90,02 - 10%1) | 2. B cucreme Jieiiko-
myelo — 16 % C TUIIEPPETCHEPATUBHBIM JICHKEMUYECKUM | IUTOB. XPOHUYECKUI
meta — 7 % SIIEPHBIM CIIBUTOM BJIEBO (/10 0JIaCTOB) — | JIGHKEMUYECKUA MHE-
band — 9 % reMaTOJIOTHYECKUN MTPU3HAK XPOHUYECKO- | JIOMIHBIN JIeiKo3, abco-
segmentated — 19 % | IO MHEJIOUIHOTO JIEHKO32 JIOTHAsE HEUTpODUIHS,

Baso — 20 % A6comotHas 6azodumus (35,6 - 10%/m1) abcomroTHas 6azohu-

Eosin — 3 % A6comotHas s03uHobums (5,29 - 10%1) | nus, abcomoTHAs 03H-

Lymph — 3 % OTtHocuTenbHas JIUMQPOIIUTOIICHUS HOWIMST — 0a30(HITb-

(5,29 - 10%m) HO-303UHO(MIbHASL

Mono — 1 % OTHOCHUTEIbHAS MOHOLIUTOIICHUS accoIraIusi.

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

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

ESR — 50 mm/u 3HAYUTENBHO YBEIHUeHA HUS

[uToreHeTHyeckasi XapaKTepPUCTHKA JIeHKO3HBIX KJaeTok: 955 % kieTok kpo-
Bu coaepxkar Ph'-xpomocomy t (9; 22), (934; q11l) — murorenernyeckuit Mmapkep XMJI
BCR-ABL1-mon0oxuTensHoro.

3akarovyenne. Hanmume nurorenermueckoro mapkepa Ph'-xpomocombr ¢ BCR-
ABL1 cauTHbIM reHOM yKa3bIBaeT Ha TO, YTO TeMOTrpaMma XapaKTepHa ISl XpPOHHUYE-
ckoro muenongaoro BCR-ABL1-1mom0XuTenbHOro JEHKEMUYECKOTO JIEHKO3a B CTaIUU
akcenepanuu. [ emamonocuieckue npusHaxu netikosa: 6a30(puiabHO-303UHOGUIBHAS ac-
coruanys, adCcoMoTHas HEUTPOPMIHS ¢ JTEHKEeMHUYECKUM TUIIEPPETCHEPATUBHBIM SITIEP-
HBIM CIIBUTOM BIIeBO, Haim4yure Ph'-XxpoMocoMBI B KjIeTKax KpOBH, aHEMHSI TSHKEJION CTe-
TNIEHU, METaIJIaCTUIeCKasi, TPOMOOIIMTOIICHHS, 3HAUUTEIHHO yBennueHHas ESR.

IIporuo3. Kpaitne HeOnaronpusaTHble TporHoctTudyeckue nmpuzHaku XMJL: cranus
aKceyepaluu; JeikeMuueckas Gpopma Jielikosa, BeIpaKeHHBIN mporeHT omactoB (10 %),
Ype3BhIYAiHO BhIpaXKeHHAs! 0a30(uiiusi, BEIpaykeHHAs aHeMUs, TPOMOOIIMTOINIEHUSI — BCE
3TO pe3yibTaT BHICOKOW Mposin(epaTUBHON aKTUBHOCTH JIEHKEMHUUYECKOTO KJIOHA C Me-
Taria3ueil pUTPOIUTAPHOTO, TPOMOOIIMTAPHOTO POCTKOB HOPMAJIHLHOTO TEMOTI033a.

Pexomenganmuu. HeoOxonuma muTocTaTMueckass MPOTHUBOOIYXOJIEBasl Teparus
JUTSl YMEHBIIICHUST YMCIICHHOCTH JIEHKO3HOTO KJIOHA Ha (JOHE 3aMECTHUTEILHON Teparnuu
npenapaTaMu KJIE€TOK KPOBHU SPUTPOLMTAPHON W MEraKapuOIUTAPHON JIMHUM C LETbIO
MPOPHUIAKTUKH OCTPHIX TEMOpPpPAruil U TUIMOKCHYECKUX MOPAKCHUHN KU3HEHHO Ba)KHBIX
OpPTraHOB.
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Ipumep 7

BoruuciieHue u oneHka BroisiBiIeHHBIE
I'emorpamma N
OT/IeJIbHBIX MOKA3aTeJieil KPOBHU HApYIIEeHUs
RBC —1,8-10%/n{ |Anemus kpaiiHe TSKENON CTENeEHH, 1. B cucreme 3puTpoO-
Hb — 45 r/xn HUTOB. aHEMUsI KpaifHe
11— 0,7 TUIIOXPOMHAsA TSDKEJION CTETICHH,
Lymphoblast — 0,5 % | Xponudeckuii numdosneiikos THIIOXPOMHasi, HOPMO-
Prolymphocyte — 0,5 % OacTryeckas, ayTouM-
WBC — 430 - 10%/1 T |JleiikeMuueckuii neiiko3 MYHHAas TEMOJIUTHYE-
Neu — 3 % OTHOCHUTENBHAS HEUTPOIICHUS ckast (00ycioBiIeHa
(12,9 - 10%n), ayTOMMMYHHBIM I€MO-
myelo — 0 % abcomoTHas HeUTpoduus JIU30M SPUTPOITUTOB).
meta— 0 % 2. B cucreme Jeiiko-
band — 1 % IUTOB. JEHKEMUUYECKUI
segmentated — 2 % JIEWKO3; a0COJIFOTHBIN
Baso — 0,5 % N TUM(DOITUTO3.
Eosin — 0,5 % AbcomtotHas 303uHOpMIHS (2,1 - 109/J1) 3. B cucreme Tpomo0-
Lymph — 94,5 % A6comoTHbIi muMdormTos (406,35-10%11) | IUTOB: BRIpaXKEHHAS
Mono — 0,5 % OTHOCHUTENbHAS MOHOLIUTOIIEHUS TpOM60HI/ITOHCHI/I$I
(2,1 - 10%m) (ayTOMMMYHHOT'O
PLT — 40 - 10%1 4 BoipaxkenHas TpoMOOIIUTOIIEHUS reHesa)
ESR — 72 MMm/4 3HAYUTENIbHO yBEIHYeHA
B ma3ke — Tenu bor- | [€HH boTkmHa—I'ymnpexra — siiepHbIit
krHa—T ymnpexrta XpOMaTHH pa3pylICHHBIX JIEHKO3HBIX
JTUMQPOUTHBIX IIEMEHTOB IPHU IPUTOTOB-
JICHUU Ma3Ka

Kannuveckas cumMnromaTuka: nuMaaeHONaTus, renaTocieHOMEeranms.

HNmmyHnopenoTun omyxoseBbix sumponuton: CD19, CD20, CD5, CD23 — xa-
pakrepubl 1 B-kinerok npu B-XJUJI/mumdome.

Hutoreneruyeckasi xapakrepuctuka: naeneuust 17pl3 yka3piBaeT Ha 0CO0YIO
TsKecTh cocTosiHUs pu XJ1JI/numdome.

Mopdoaornueckasi XapakKTepucTUKA JIEHKO3HBIX KJIETOK: Majble TUMQPOIUTHI
C BBICOKMM $JI€PHO-LUTOIIA3MATUYECKUM COOTHOIIEHHEM, TIJIbIOYAaTON CTPYKTypoOit
XpOMaTHHA, OTCYTCTBUEM HYKJIEOJieH, Y3KUM 000AKOM ci1abo 6a30(puiIbHON LUTOIUIA3-
MbI; OOJIBIIIOE KOJIMYECTBO «TOJIBIX» siAep (MJIa3MOPEKCHC) XapaKTEPHO Ul OMyXOJIEBBIX
mumborutoB npu XJIJI/mumdome u3 manbix tuMdonuToB. B okpamieHHbIX Ma3kax Kpo-
BU — TeHu borkuna—I'ymmnpexta—KneiiHa (CBHIETENbCTBYIOT O J1€(PEKTHOCTU KIIETOY-
HBIX MEMOpaH OMyXO0JEBBIX JUMQOIMTOBR), HATUYKE KOTOPHIX XapakTepHo s XJIJI.

IIpo6a Kym6ca Ha HalmuMe ayTOAHTUTEN B KPOBH IOJOXKUTEIbHASL.

3akaroyenune. ['eMorpaMMa xapakTepHa Il XpOHUYECKOro B-KIE€TOYHOTO JHM-
dbouHUTapHOTO JEHKEMUYECKOTO JIeHK03a/TMM(OMBI U3 MalbIX JUMQOLUTOB, pa3BepHY-
tast craaus, 4-s cragus mo K. Rai. Ha 310 ykassiBaioT nmMmdaaeHonaThs, remnaTocruie-
HOMETaJusl, Ype3BbIUaiHO BRIPAKECHHOE CHIDKEHUE COlepKaHus remoryioouna (45 r/m —
aHeMUs KpailHe TsDKeJIoM CTeneHu, ayTOMMYHHAasi FTeMOJIMTUYECKas ), BbIpayKeHHas: TPOM-
oormronenus (70 - 10%1 ayTouMyHHOTO TeHE3a); YPE3MEPHO BHIPAKEHHBIN a0COTIOTHBIN
auM@oruTo3 (yCUICHHAs PEIUTUKAIUS KJIETOK JTUM(POHUIHOTO JEHMKO3HOTO KJIOHA) MPH
JeKEeMUYEeCKOM JIeKOo3€e C €IMHUYHBIMU JuMoOIacTaMu U MpoauM@poUruTaMu, MOp-
donornyeckas ¥ UIMMYHO(PEHOTUITUYECKAS XapAKTEPUCTUKH OMYyXOJIEBBIX JIUM(OLUTOB.
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IIporno3. Kpaiine HeOmaronpusTHbIE TporHocTudeckue npusHaku XJIJI/mumdo-
Mbl: 4-51 ctanus 1o K. Rai, BelpakeHHasi ayTOMMMYHHAs! TeMOJUTUYECKAsT aHEMHUSI, ayTO-
MMMYHHas TpoMOonuToneHus; nenemus 17pl3; neiikemuueckas opma seitkosa.

Pexomennanmu. Heobxonumbl >dekTrBHASsT MPOTHUBOOMYXOJIEBAsl Tepamus s
YMEHBIICHUS] YHUCJIa UUPKYJIUPYIOIIMX B KPOBH JIEHKO3HBIX KIETOK, MPOQPUIAKTH-
Ka/lleueHre OaKTEpHabHBIX M BUPYCHBIX MH(EKIMM, 3aMeCTUTENbHAs TEpanus Mnpemna-
paTaMu KJIETOK KPOBH B CBS3U C AaHEMHEH TSKEJIOM CTENEHW M KpalHe BBIPAKECHHOMN
TPOMOOIIMTOIIEHUEH.
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MuesiougHbIE€ HEOTIA3MBbI

.>|

MuesionposudepaTuBHbIE HEOTIAZMbI |

N

XMII HcTunnas HeppiuHbiit | MacTonuTOo3s! |
BCR-ABL1 MOJIALMTEMUSL Mmuenoguopos KOMKHBIC
v vy CucteMHbIe
XpoHHUYECKHA XpoHuyeckuit
OcceHIMaIbHA 3§3HHO(1)I/IJ'IL HgﬁT oHIb xaCTOHHTOMH i
TpOMGOLHTEMHS THOQ)! Tpog CTOKIICTOHBLH
HBIH JIeiKo3 HBIH JIEHKO3 Teitko3
MacrokierouHas
Muenonucniiacruyeckue cuaapomol (MIC) | capkoMa

= PedpakTepHble MOHOLUTONICHUH (AHEMHUH, HEUTPOTIEHHH,
TPOMOOIIUTONICHUH ¢ MOHOJIMHEHHOW AHUCIIa3uei);

* pedpaKkTepHBIEC IUTONICHUN ¢ MYJIbTHIIMHEHHOHN MUCIIIa3neii;

* pedpakTepHas aHeMHUs C U30BITKOM OJIaCTOB;

= MJ/C, acconuupoBaHHbIE C enenuei 5q;

= perckuit MJIC;

= gexnaccuduppoBanHsie MJIC

.>|

MuesoaucmiiacTuyeckue/MueaonpoaudepaTuBHbie CHHAPOMbI

»

XpoHuyeckui Atnmmaneiid XMJI | | FOBeHUITBHBIN XpOHUYIECKUIT
MHEJIOMOHOLIUTAPHBIN BCR-ABL1 MHEJIOMOHOLUTAPHBINA
TeiKo3 HeraTUBHBIN JIeKo3
OcTpble MUeTOHIHBIE JIEHKO3bI
C peKyppeHTHBIMU Hecnermduunpo- AcconunpoBaHHbIe
TeHEeTHYECKIMHU BaHHBIE C MHEJIOTUCTIIIACTHYECKUMHU
aHOMaJTUSIMU v v HapyLEeHUSIMU
Cas3aHHbIC ¢ Tepanuen AcconuupoBaHHbIE

MUEJIOUTHBIX HEOIIJIa3M C CHHAPOMOM )IayHa

N

Muesonanbie CapKOMBbI |

N

rI/ICTI/IOIII/ITapHBIe H JCHAPUTHOKJIETOYHbIC HEOIJIa3MbI |

v v v
TUCTHOLIUTO3BI CapkoMmbl U3 ICHAPUTHBIX Brnacrnasg
KJIETOK [JIa3MOIUTOM THAS
THCTHOLUTAPHBIE JCHAPUTHOKIIETOYHAS
CapKOMBI HeoIIazMa

[+ TEMOBJIACTO3bI ||

JIlnmdonaHbie HeOMJIA3MBI

Heonuazmbl Heonpeae/ieH-
HO¥ M HEeOJHO3HAYHOI JIN-

Huu AuddepeHUMPOBKHU

OcTpslii

HennpdepeHIUPOBAHHBIN

(CTBOJIOBOKJIETOYHBI)
J1eiiKo3

OcTpble J1elKo3bI O
CMELIAHHBIM (DEHOTHIIOM

C pexyppeHTHOH
TEHETUYCCKON aHOMaJTHEH
t(9; 22) (934; q11.2)
BCR-ABL1

v

Budenotunnueckue
JIEHKO3BI:
B-MuemonHEbIii,
T-MuenouaHeIin

B-MuenongubIit

C pexyppeHTHOH

> reHeTH4YecKoil aHomanuen
t (v; 11923) MLL
peapaHkHpOBKOH

(6udeHoTHIIIECKHIA)

NK-xmeTounsrit
™ M oOTacTHEIN
JeKo3/mMdoma

| B-KjeToYHbBIE HEOIIA3MBbI

HexokknHckne JuM¢p oMbl

'>| B-nuMdougnbie HeoNJIa3Mbl U3 NPEALIECTBEHHHKOB

e

v

B-numdobracTHbIe JIEHKO3bI/TUMOMMBI B-numdobnactHbie 1eiiko3bl/IuM(OMbI

C PEKypPPEHTHBIMH I'€HETHUECKUMH aHOMAIUSIMU

HecnenpHIUPOBAHHBIC
->| Heonnazmbl u3 3pesbix B-kiaerok

A

F» uddysnas B-xpynHoknerounas tumpoma HecrieupuunpoBaHHast
DommukysapHas tuMpoma
XpoHuuecknii IMMGOLHUTAPHBIH JEHKO3/IMM(pOMA U3 MaJBIX IUMPOLUTOB
Bomnocarokneroussiii sieiikos (Hairy cell leukemia)

> B-xieTounsii mponuMponuTapHbIH Jeiiko3

CeneseHoyHas uMdpoMa U3 MapriuHaIbHON 30HBI

co cim3ucTbiMu obomoukamu (MALT-mumdoma)
M Jlumdoma U3 KIETOK MAaHTHU

> MenuactunanbHas B-kpynHokieTounas mumpoma
FH» HonanbHast muMQoMa MapruHainbHON 30HBI

H» Burkitt iumdoma

> [Lnasmobnactideckas TuMdoma

F» JlumporuazmonuTapHas JuMpoma

¥ [TnasmokneTo4Has Muenoma. IlasMonuToMbl

I DKcTpaHoaanbHas JIMM(OMa MaprUHAILHON 30HbI JTUM(OHUIHOM TKAHH, aCCOLMUPOBAHHOM

ITapanpoTenHeMHYeCKHE reM00J1aCTO3bI

—» Waldenstrom maxporino0yanHemes
¥ BonesHu TsoKeNnbIX Lenei

ITna3sMokeToyHast MUeNIoMa (MUEITOMHast OOJIE3Hb)

| Jlumdombl XokKknHa — JuMdorpanyaemMaros

| T-kaerounsie u NK-Kj1eTouHBbIE HEOMIA3MBI

Tt

| Hexomkknuckue JumM@pombl

—>|

T-, NK-1umdouaabie HeonmIa3Mbl W3 NPeAIIeCTBEHHUKOB

T-mum¢poOnacTHbIN
nelikos/mumdoma

OcTpblii neiiko3 u3
NK-k1eTok-npeaniecTBeHHUKOB

—>| Heonurazmel u3 3pebix T-kaerok m NK-kieTok

T-MuenongHbIi
HecTeOUIMPOBAHHBIH

B-Muenongublii
HecnienuUIIPOBaHHBII

OcCTpblii NeiKo3
13 MMEJIOUIHBIX/

ng NK-knetok-
TIpeIIIeCTBEHHUKOB

MuesiouHble H TUM(OUIHBIE HEOIUIA3MBbI € 303MHO(UIINEH H AHOMAJTUSMYU TeHOB - U B-ueneii peuenropa
TpomboumTapHoro gpakxropa pocra (PDGFRA, PDGFRB), R1-peuentopa dgakropa pocra ¢pubpodiaacros (FGFR1)

> [epudepuueckas T-knerounas mumboma, HeCTeUPHUIIPOBAHHAS
F»DOxcrpanopansHast NK/T-kiaerounas mumdoma (HasanbHbIHA THIT)
> AnrnonmMmyHoGnacTHas T-KkieTouHas TuMdoma

> T-xierounas muMQomMa, aCCOLHUPOBAHHAS C YHTEPONaTHE
I 'enatonuenansHas T-kaeTounas mumpoma

= T-KJIeTOUYHBIH JIeHKO03/IIMM(pOMa B3pOCIBIX

F»TloakoxHas MaHHUKyauTONnOo00Has T-KinertouHast tuMdoma
—»Sezary cunapom

F»AHarmiacTuaecKas KpyImHOKIIETOUHAs TUMpoma

9 T-Kxi1eTouHBIH TpoauM(OIHUTapHBI IeHKO03

[ T-KJICTOYHBIH KPYITHOTPAHYIISIPHBINA TUMQPOILUTAPHbIH JICHKO3
> ArpeccuBrblii NK-KkireTouHsIit J1eiiko3

CTpOﬁCTBa JETCKOI'0 BO3pacTa

L Cuctemusle Epstein-Barr virus- nonoxurensusie T-kiaeTounsie muMdonponrdepaTuBHbIe pac-

>
<



