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XPOHUYECKHUE JINM®O - U MUEJIOJEWKO3bI

XpoHn4yecKuit MHUEJI0JIeIHKO03 (XMJID) - KJIOHAJIbHOE
MuenonpoiudepaTuBHoe 3a00JeBaHue, BO3HUKAIOIIEE u3 paHHUX
MPEIIECTBEHHUKOB MHUEJION033a, MOP(OJIOTHYECKUM CyOCTpaToM KOTOPOTo
ABJIAIOTCS IPEUMYIIIECTBEHHO CO3PEBAIOLIME U 3pEJIble TPAHYJIOLUUThHI, B OCHOBHOM
HEHUTpO(DUIIBI, XapaKTepU3YIOLIUEC PEHUITPOKHON XPOMOCOMHOM TpaHCIOKaIuen t
(9;22) (q34:;ql11.2), xoTopas mNPUBOAUT K o0Opa3oBaHUIO (QuianenbHuiicKou
xpomocomsl (Ph) u xumepnoro rena BCR-ABL.

3aboneBaemocTh coctaBiseT 1-1,5 cnydas na 100 000 Hacenenus B rog (15-
20% ot Bcex cityyaeB reMo0s1acTo30B y B3pocibiX). [Iuk 3a0oneBaemMocTH: BO3pacT
30-50 mer, 30% cocraBnsoT OonbHble crapuie 60 ger. Myk4yuHbBl OOJEIOT
HECKOJIbKO Yallle, 4YeM >KEHIIUMHBI (cooTHOoIeHue 1:1,5).

Bo3zmoosicnvie samuonozuueckue gpakmopol.

HNonuzupyromias paguanus.

CnopHblii Bompoc:

Mameie 10361 paguanuu.

Crna0bie 27eKTPOMarHUTHBIE U3ITYUYECHUS.

I'epOutnapl, THCEKTUIIUIBI U T. 1.

XYMMHUYECKHE areHThl — OEH301.
IMaTrorenernyeckue acnekrol XVJI

I nasnoe namocenemuueckoe cobvimue - coOMaTHUecKas MyTalus,
BO3HUKAIOIIAs B IUTIOPUIIOTEHTHON T€MOIOATHYECKOM CTBOJIOBOM KIIETKE.

[Mpu Bo3HMKHOBeHHM (unanenbhuiickoir xpomocombl (Ph-xpomocomsr)
IPOUCXOIUT OOMEH T€HETHYECKUM MaTepHalioM MEXIy XpomocoMamu 9 u 22, B
pesyibTate yero Ha 22 xpomocome obpasyercs cnutHbii reH BCR-ABL, poaykr
KoToporo — Oemok p 210 — sBISETCS TUPO3UHKUHA30M C TIOBBIIIEHHON
AKTUBHOCTBIO (TUPO3UHKUHA3BI — SH3UMBI, KaTAIM3UpYylolue nepenoc ¢pocdara ot
AT® K THUpPO3MHY Ha CHEHU(PUYECKUX KIETOUHBIX O€NKax, ydacTBYIOIIUX B
nepeaaye peryJupyroluX CUTHAJIOB K APy KISTKH).

buonoeuueckuii s¢pgpexm xumepnoco cena BCR-ABL B remomosTnueckux
MpEeAIIeCTBEHHUKAX:

- HapyIlIeHne HOPMAJIbHOTO (DYHKIIMOHUPOBAHUS KIICTKH;

- 3JI0KaYeCTBEHHAs TpaHC(hOpMAIIHs;

- HapyIleHrue KOHTPOJIS HaJ poiudepalei, aare3ueil u anonTo3oMm;
- BBITECHEHUE HOPMaJIbHBIX CTBOJIOBBIX KJIETOK.

B meuenuu XMJI evidenarom 3 ¢hazpl: XpOHUYECKYIO, aKceIepaluu
(mepexoniHy10), TepMUHANBHYIO WK (a3y OnacTHoU Tpancopmarnuu (OIaCTHBIHM
KpH3).

Metoabl nuaraoctuxku XMJIL.

Mopddonoruyeckoe ncciaeroBaHie KPOBU U MyHKTaTa KOCTHOT'O MO3Ta.

Kapuonornueckoe  ucciegoBaHWe  KOCTHOIO — Mo3ra  (CTaHIapTHOE
[IUTOTEHETHYECKOE HCCIICJOBAaHUE W METOJ (DIFOOPECHEHTHON THOpWau3anuu in
situ-FISH).

Hwnh e



[IIIP — nna OMarHOCTUKM U MOHUTOPUPOBAHUS MUHHUMAIBHOW OCTaTOYHOWU
0o7e3HHU B nporiecce Tepanuu (BeisiBieHue xumepHoro BCR-ABL TpanckpunTa).
Kiimnun4yeckasi KapTuHa
Cumnromel paHHeW xpouuyeckou ¢pazer XMJI He cneuuuuHbl U
ciay4yaliHbl. JKano6wsl Ha cnaboCTh, MOTIUBOCTh, CyO(eOpUIbHYIO TeMmmepaTypy,
O6omu B JieBOM mojpedephe (Kak IMpaBUiio, OOYCIIOBIICHHBIC CILJIEHOMEraiauen),
MOSIBJSIOTCA JIMIIB IPU Pa3BEPHYTON KIMHUYECKOW KapTHHE 3a00JIEBaHMsI CHavasa
JUIIb NpU (PU3UUECKON HArpy3Ke, Mo3*e U B OKOE.

[Ipu BbIpa)KEHHOM CIJIEHOMETAIMU OOBIYHO YBEJIMYEHA U TI€YE€Hb, HO BCEra
B MEHBIIEH CTEIICHU.

B cmaouu axcenepayuu Her XapaKTepHbIX KIMHUYECKUX CHMITOMOB
(cocTostHME  TAIMEHTOB  OCTAETCS  YAOBJIETBOPUTEIBHBIM) —  HEOOJbLINE
HEMOTHUBHUPOBAHHBIC TMOJBEMBI TEMIEPATyphl; YCTAJIOCTh TMPU BHITIOJTHEHUU
OObIYHOM (PM3MUECKON HAarpy3Kd; CHUYKEHUE BECa; MOYKHO IMPOIIYNaTh CEJIe3EHKY,
KOTOPYIO paHEe HE YJaBajloCh MaJbIIUPOBATh; CKIOHHOCTh K HH(PEKIHOHHBIM
NPOCTYIHBIM 3a00JICBAaHUSIM.

B mepmunanvuoti cmaouu (6macTHBIA KpU3) — BHE3ATHOE HW3MEHEHUE
KJIMHUYECKON KAapTUHBI: OBICTPBIM pPOCT cene3eHKU (MH(PAPKThl CENe3eHKH) —
ocTphie 00JH B JIEBOM MoJipedepbe, HEPEAKO C uppaaualell B CIIUHY, MOBBIIICHNUE
TeMmrepatypsl Tema g0 37,5-38,5°C, wuwHOrma — TOHIHOTA, PBOTA; BBICOKAs
auxopaaka (IpU HCKIIOYEHUH ouyaroB WHQEKIHMH); CUJIbHbIE OO B KOCTSX,
CycTaBax; reMOpparuueoro CHHIPOMA; pPa3BUTHE IUIOTHBIX OYaroB CapKOMHOIO
pocta B KoXe, JuMdaruueckux y3nax (dame HaOMoJaeTcs YBEITUYCHHUE
TuM(paTUYECKUX Y3J0B OAHOM rpymmbl). Oyarm CapkOMHOTO pPOCTa MOTYT
BO3HUKAaTh B JIIOOOM OpraHe, BbI3bIBasi HapylIeHHs ero (YHKIHH, a TaKke B
KOCTHOW TKAHHU.

Bce aTi HOBbIE MposiBeHUs OOJIE3HH B TEPMUHAIBHOM CTaJUU CBSI3aHBI C
BO3HUKHOBEHHEM HOBBIX MYTAaHTHBIX CYOKJIOHOB B paMKaX OCHOBHOTO
OMYyXOJICBOTO KJIOHA, HECMOCOOHBIX K Ju(depeHInpoBKe, HO HEMPEPHIBHO
npoJu(epupyIOmMMX, BBITCCHIIOMMUX HMCXOAHBIN TudPEPEHIUPYIONIUNHCS KJIOH
KJIETOK.

JAnarHocTuyeckue Kpurepuu XpoHudeckou ¢paspr XMJI

- CoueTaHHOE WM M30JMPOBAHHOE YBEIMUYEHHE Pa3MEPOB CEIE3ECHKU U/UIU
MIEYEHHU.

- Conepkanue IeiKoIUTOB B nepudepudeckoii kposu 6onee 80x10%m.

- CnBur B nedkonurTapHoi (OpMyse BIEBO C OOIMKUM KOJIHYECTBOM
MHENI00JIaCTOB ¥ IPOMHENonUTOB Oosee 4%.

- OOmiee KOIMYECTBO OJACTOB M MPOMHUENIOIUTOB B KOCTHOM MO3Tre
6omee 8%.

- B crepHanpHOM TmyHKTaTe: KOCTHBIH MO3r 0Orat KIETOYHBIMHU
AJIEMEHTaMH, MHOTO MHEJIO- U MeTrakapruolHuToB. KpacHbIl pOCTOK Cy:KeH, Oebli
pacuiupeH. CooTHouieHue Jseko/sputpo nocturaetr 10:1, 20:1 u Oonee B
pe3yibTate yBeIWYeHUs TrpaHylouuToB. OOBIYHO YBEJIMYEHO KOJUYECTBO
06a30(I0B U 303MHOPUIOB.



Hebnazonpusmnvivu npusnaxamu Oas NpOSHO3UPOBAHUS BbIHCUBAEMOCTIU
O01bHbIX 8 XpoHuueckou gaze XMJI sBnArOTCSA:

- pa3Mephbl CEJIE3EHKU > 5 CM U3-TI0J1 Kpas peOepHOH AyTH;

- POIIEHT OJIACTHBIX KJIETOK B KpOBH > 3% W/UIK KOCTHOM MO3Te > 5%;

- ypoBeHb reMoryioouna < 100 r/i;

- POIIEHT P03UHO(PUIOB B KpoBU > 4%.

Ilpusnaxu npozpeccuposanus 3a001e6anus (pazol axkcenepayuu)

(H. Kantarjian et al):

- PE3UCTEHTHOE K TepaluM YBEIIMUCHHE KOJIMYECTBA JICHKOIIUTOB;
- pedpakTepHas aHemMus uiaM TpomOouuroneHus < 100x10%n, me cBa3aHHasg c
Teparmei;
- MEJIEHHOE, HO HEYKJIOHHOE YBEJIMUEHHUE CEJIe3EHKU B Ipolecce Tepanuu (oosee,
yeMm Ha 10 cm);
- OOHapy)XeHHUE JIOTOJTHUTEIBHBIX XPOMOCOMHBIX aHOMaIUN (TpUCOMUSl 8 maphl,
n3oxpomocoma 17, monosnnutensHas Ph-xpomocoma);
- KoJInuecTBO 0a30(uoB B KpoBH > 20%;
- Hajguyue B TepudepuuecKo KpPOBH, KOCTHOM MO3re OJIACTHBIX KIJIETOK
110 10-29%:;
- cymma OnactoB U mpomuenonuToB > 30% B nepudepudeckoil KpoBH H/WIH
KOCTHOM MO3T€.

Jluacno3 0Onacmuo2o Kpuza  yCTAHABIMBAETCA IPpU  HAIWYAA B
nepudepruueckoi KpoBU WM B KOCTHOM MO3Te O1acTHBIX KieTok 6onee 30% wunu
pU TOSIBJICHUH HKCTPaMENyUISIPHBIX OYaroB KPOBETBOpPEHHUs (KpoMe MEeUYeHU U
CEJIC3CHKH).

JAuddepeHunajabHbIN JUATHO3

Houonamuueckuit  muenopubposz (MM)  (cybretikemuueckuti  Mueno3s)
BO3HUKAET B pe3yJbTare mpoiudepanry MyTaHTHOTO KIJIOHA, MPOUCXOJSIIETO U3
CTBOJIOBOM  KpPOBETBOPHOM  KIIETKH, CIOCOOHOW nuddepeHnnpoBaTbcsi B
HAIPABJICHUH SPUTPOLIUTOB, TPAHYIOIMUTOB U TpoMOouuToB. [Tuk 3a0oneBaemMocTH
OpPUXOAUTCA Ha Bo3pacT ctapuie 50 ser. BegymuMm KIMHUYECKUM MPOSIBICHUEM
UM sBnsieTcs crneHoMeranusi, kotopas onpenensercs y 100% OonpHbIX. Yike Ha
1-2 romy 3aboneBaHust HaOMIOAACTCS OBICTPBINA POCT Pa3MEPOB CEJIC3EHKH, HIKHUAN
MOJIFOC KOTOpo# manenupyetrcss Ha 10 cM m Oonee HuKe Kpas pebepHOil ayru.
[TocTossuanbIf ipu3Hak UM - HopmMoOGmacTo3.

CrepHanbHass nyHkuuss npu WM 3adacTyro OKa3bIBaeTCs HEyJIayHOM,
«CYXOI» WIIH JTae€T CKYAHBIA MYHKTAT C HU3KUM COJIEPKAHUEM MUEIOKAPUOLIUTOB.

Pemiaroniee 3HaueHWe UMEIOT JAHHBIE mpenaroouoncuu. TUNEPIUIa3us
TpPeX POCTKOB MUEIOUIHOTO KPOBETBOPEHHUSI.

Ocmpuuil netiko3. OnopHele TyHKTH nuddeperuanbaon nuarnoctTuku OJ1
nu xponudeckod ¢azsl XMJI: nHammume mnpu XMJI B neilikorpamme
«IPOMEKYTOUHBIX (opm», B TO Bpems kak st OJI xapakTepHO JIEUKEMUUYECKOe
«3USIHHE», K TOMY XK€ B XpoHHYeckyro ¢a3zy XMJI OnacTHble KIETKA €IUHUYHBI,
Hanuyue  H303MHO(UIbHO-0a30puiabHON  accouuanuu npu  XMJI, npu
OJI — s03uHOPUIBLHO-0a30(hUIIbHAST AUCCOIMAIUS; KOJIMYECTBO TPOMOOIIMTOB MpHU
XMJI nu6o HOpMmanbHOE, MO0 MOBBIIIEHHOE, Mexay TeM, pu OJI yxe ¢ camoro



Hayajga peructpupyercss Tpombouurtonenus. B koctHom wmosre mnpu OJI
OOHapyUBAaETCS BBICOKOE YUCIO ONacTHbIX KiIETOK (>20%), NOHMXKEHHOE
KOJIMYECTBO METAKapPUOILIMTOB MJIM UX OTCYTCTBHE.

Jletikemouounvie peakyuu mueiouonoco muna (U3MEHEHUSI B KPOBH,
HaIoOMUHAIOIIUE JIEHKO03, HO HE TPaHC(HOPMUPYIOIIHECS B TY OMyXO0Jb, HA KOTOPYIO
noxoxHu). Pazputue peakuuii 00mbIIei 4acTbio 00YCIOBIEHO UH(PEKIMOHHBIMU U
TOKCUYCCKHUMH  TNPUYMHAMH, MEHEE BBIPOKCHHBIM  «ICBBI»  CIABUT B
nedKkouuTapHou ¢hopmylie, MOSBIEHUE TOKCUUECKON 36pHUCTOCTH B HEUTpoduiIax,
MocJjie KyIUPOBAaHUSI OCHOBHOT'O TMPOIIECCa, BHI3BABILETO JICMKEMOUWIHBIE PEaKIuH,
BCE MPOSIBJICHUS MCUYE3AL0T.

Jleuenne.

Buvibop memooa mepanuu 6 xponuuecxou cmaouu XMJIL.

HerpaHcmianTaiimoHHbIE METObI JICUYEHUS

- IJIMBEK (MHTHOUTOpP MyTel nepeayul CUTHAJIOB);

- a-uHTep(depoH (BOCCTAHOBIICHHE MHTETPUH3ABUCUMOMN aJre3UN KICTKH);

- XuMuoTepanus (ruapea).

TpancrianTays KOCTHOTO MO3Ta.

Uneubumop  muposunkunazer I'iuBek  (uMaTMHUO) —  Haumbosee
2 PeKTUBHBIN TIpenapaT, KOTOpPHIA SABJSIETCA CTaHAapToM B JjedeHuun XMJL
Mexanusm nevictBus ['nuBeka: OnokupoBaHue akTUBHOCTH Oenka p210-BCR-
ABL-Tupo3uHKMHA3bI, UTrpaloliedl KIYEeBYIO pOJb B mnarore”Heze XMJL
Mornekyna I'muBeka mo cBoel CTPYKType cooTBEeTCTByeT AT®d-CBs3bIBaIOIIEMY
y4acTKy TUPO3UHKUHA3BI, OTBETCTBEHHOI 3a dbochopunupoBanue
MHOTOYMCIIEHHBIX 3(QQEeKTOpHBIX OeNKOB U TMepeaady CHUTHAJIOB B  KIIETKE.
[Ipucoenuusasch K 3TOMY aKTUBHOMY ydacTky BMecTo AT®, I'muBek Hapymiaet
(GYHKIIMOHUPOBAHHUE KIIETKH, YTO MPUBOJUT K MHAYKIIMU aronTo3a B KIETKax,
coaepxxamux BCR-ABL-Tupo3uHKHHA3Y, U UX THOCIIH.

Tepanesmuueckue nooxoowl 6 Qpasy axceiepayuu.

- I'muBex, O6-mepkanToOmypuH, Majible JJ03bl  IMTO3apa, METOTpEKcar,
IPEIHU30JI0H.

Jlewebnas makmuxka 6 mepmuHaiIbHOU CMAOUU.

- IIpotokon «7+3», «7+3»+Bene3un.

- [IpoTokon «5+2» (1uT03ap+pyOOMHUIIMH WITH UAAPYOUIIHH).

- COAP (mmuknodocdan, BUHKPUCTHH, ITUTApaOWH, TPETHU3O0IIOH).

- RACOP (naynopy6unun 45 mr/m? B 1, 2 quu; nutapabun 100 mr/m? 1
pa3 B fieHb 1-5 qHM; BUHKPUCTUH 2 MT B/B 1 JeHb; nekcamerason 10 mr/m?  1-5
JTHU BHYTPB).

- COMP (mmmknodocdan, BAHKPUCTHH, METOTPEKCAT, TPETHU3O0IIOH).

IIpoghunaxmuxka netiponetikemuu:

WHTPATEKAIBHO: METOTPEKCAT, IIUTApAOUH, TEKCaMETa30H.

Kpurepuu otseta Ha Tepanuto npu XMJI npencrasnens! B Tadmaune 18-1.



Tabnuua 18-1
Kpurepuu orBera Ha Tepanuo npu XMJI

I'emaronorunueckas KonnuectBo Crnenomeranust | TpoMOOIIUTHI
pemuccus JICUKOLIMTOB
[Monuas < 9x10%n, OTcyTCcTBYET < 350%10%n
HOpMaJTH3aIHs
(bopMyIIbI
Yactuunas < 20x10%n, equnnunsle | Ilepcuctuposanue | < 450x10%n
MHEJIOLUTHI
OTCcyTCTBHUE OTBETA 20%10%n, Crutenomeranus | > 450x10%n
MUEJIONUTAPHBIN CIBUT
>3%
[{uToreneTnueckuit % Ph*- x1eTOK B KOCTHOM MO3T€
OTBET
[ToHbIi 0-34%
YacTuuHbIi <35
MuHUMaTbHBIN 35-90
OTtcyTtcTBHE > 90

[Tonubiit Monexynspubiii otBeT — BCR-ABL — TpaHCKpuNT BBISIBUTH HE
ynaercs. bosbmioit MosnekynaspHbiii orBeT (mo gaHHbiM IRIS) — 310 CHMXKCHME
ypoBasi BCR-ABL — tpanckpunra B 1000 pa3 (t.e. Ha 3 log u Oonee) mo
CPaBHEHUIO CO CTaHAAPTU3UPOBAHHBIM 0a3albHBIM YPOBHEM (HAYaJbHBIM YPOBEHD
skcrpeccun BCR-ABL 10 nauana tepanun), 6o cootHomenne BCR-ABL/ABL
menee 0,05%.

IlepcnexmugHuvle N00X00bL K mepanuu.

Tuposunkunassl |l mokoaeHus: HUIOTHHKUO, Aa3aTHHKUO (cmpaiicen).

Xpounueckuii  aumdoJieiiKko3 XJJI) - »ar0  B-kierouHoe
nuMdonponudepaTuBHoe 3ab0aeBaHre, MOPHOIOTHUECKIUM CYyOCTpaTOM KOTOPOTO
ABIIACTCS KJIOH JUMQOIMTOB, UMEIOIIUX pa3Mepbl U MOP(HOIOTHI0 HOPMAJIBLHOTO
3penoro auMdonnuTa ¥ UMMYHO(PEHOTHII, COOTBETCTBYIOIIUA MMMYHO(DEHOTHUITY
B-nmumdoruToB nmo3aHux craguii quddepeHnpoBKy.

bonesnr mposBisercs auM@aTHYSCKHM  JICHKOIUTO30M, 1uddy3HOH
mumdoruTapHolr  mponudepanmeii B KOCTHOM — MO3T€,  yBEIMYEHUEM
TUM(paTAYECKUX Y3JI0B, CETIC3CHKH U TICUCHH.

B CHIA u EBpormie y 95-98% 6onpabIX XJIJI - 3T0 B-KIIeTo4yHas omyxoiib, B
TO BpeMsI KaK B a3MaTCKUX CTpaHax mpeobnamaet T-kieTouHbId (EHOTHTI.

Uctopus usydenuss XJIJI naumnaercs ¢ 1856 roma, korma R. Virchow
BIICPBBIE  CBS3QJ YBEIWYCHHE JIMM(PATHICCKUX Y3JI0B U  CEINE3CHKH C
auMmdonuTo3oM nepudepruyeckor kposu; B 1903 romy W. Jurk mam nerambHOE
OMHMCAaHNE KIMHUYECKOW KapTHHBI.

ONUIAEeMHUOJOT A




XJIJI — Hauboiniee 4yacThlii BUA JIEHKO3a, KOTOPHIM OOJICIOT MpPEICTaBUTENN
Oeyioli packl B 3amajJHOM MOJYyIIApUu M HacuuTbiBaeT 25-30% Bcex JIEWKO30B, B
BOCTOYHOM ToJymapuu 3aboneBaemoctb XJIJI menee 5%.

Mennana Bospacta XJIJI Ha MOMEHT AMAarHOCTMKH COCTaBIsE€T 65 JET,
onHako, y 10-15% GonbpHbIX cpennuii Bo3pact 10 50 yert.

My:x4uHbI daiie 0osetoT, yeM xkeHuuubl: 3,9 u 2,0 va 100 000 Mmy>kuuH U
KEHIIUH COOTBETCTBEHHO.

ITHOJIOT U

ITprunna XJIJI 10 HacTOALIETO BPEMEHU OCTAETCS HEU3BECTHOM.

K 603modicnblM 3muonozuueckum @axkmopam omHoCUmMcA TeHETUIECKUN
KOMIOHEHT 3a0oneBanust — XJIJI npeBanupyeT y poJICTBEHHUKOB MEPBON CTETICHU
poJictBa ((pakTop pucka), BOZHUKAET y CIEIYIOIIET0 MOKOJIEHHUs B 00Jee MOJIOJ0M
BO3pAcTe U HAPACTAET M0 TSIKECTH B KAXKJIOM CIIETYIOLIEM MTOKOJICHUH.

IIaTorenes
OcHoBuble npuzHaku XJUJI — numparnueckuit TeMKONMTO3, YBEIUYEHUE
AUMQOY3J0B, CEJIE3€HKM W IIE€UYEHH — OOYCIIOBJIEHBl pa3pacTaHUEM 3pEbIX

TUMQOIMTOB, MPUHAIJISKAKUX K Maoi cyononyssiiuu CD 5+ nuM@onuTos.

Breimenstor gBa Bapumanta XJUI: 06e3 wmyrtamuit  Vy-reHoB (MeauaHa
BBDKMBAEMOCTH OKOJIO & JieT), ¢ MyTauusMd BapuabebHOTO pErruoHa
UMMYHOTJIO0YJIMHOB (MeIMaHa BbKUBAEMOCTH 15 ner).

[Ipornoctrueckue  (GakToOpbl:  MYTAIlMOHHBIA  CTAaTyC,  JKCIPECCHUs
curHajbHOUM MoJiekysbl ZAP-70 (HeOG1aronpusaTHBINA MPOTHO3).

Knaccupuxkauuss xXpoHudeckoro Jum@osenko3a: HayajdbHasg CTaaus,
pa3BepHyTasi CTaJusl, TepPMUHAIbHAS CTAIHS.

®opmbl 60J1e3HM: OBICTPOIIPOrPECCUPYIONIAs, «3aCThIBIIAS

Knacenpuxkanusa craauii no K. Rai.

Husxuii puck:

0 - ntumdonutos: 6onee 15 x10%n B kpoBu, Gonee 40% B KOCTHOM MO3IeE
(MPOJOKUTEILHOCTD KU3HU KaK B MOMYJISAIINN);

IIpomedsrxcymounulii puck:

I - gumdoruTol  +  yBenuueHHe  JUMGPATHYECKUX  Y3IIOB
(TIPOIOTKUTEIHHOCTD KU3HU 9 JIeT);

Il - numdonmuTo3 + yBenuueHrne NMEYSHW W/WIH CEJIe3eHKH HE3aBUCHMO OT
YBEIMYCHHS TUM(PATHIECKUX Y37I0B (J1/y) (MPOAOIKUTETBHOCTD )KU3HU 6 JIeT).

Buvicokuii puck:

1l - mumdormTo3 + anmemus (remornmoowmH <110 1/m) HE3aBHUCHMO OT
YBEJIMYCHHSI JI/Y M OPTaHOB (ITPOIOJKUTEILHOCT KU3HU 1,5 To/1a);

IV - numdonutos + tpomGoumurtonenus menee 100 x 10%m, HezaBucHMO OT
HAJIWYWS aHEMUH, YBEJTUUCHHUSI JI/Y M OPraHoB (MeMaHa BEDKHBAaEMOCTH 1,5 roma).

Kaaccudukanus craamii mo J. Binet.

Craguss A — coxepxanue Hb Gomee 100 r/;m, TpomGonmToB Gonee 100 x
10%n, ysenuuenue nmumdaTuueckux y3ioB B 1-2 o6macTsax (IpoAoIKUTENLHOCTD
KU3HU KaK B MOITYJISINH).

Craaus B — Hb 6onee 100 r/n1, Tpom6ouuros 6onee 100x10%n, ysenuuenue
nuM@aTudeckux y3J0B B 3 u Oosiee o0nacTax (MeauaHa BbKMBAEMOCTHU 7 JIET).



Craausa C - Hb menee 100 r/n, tpombonuToB Menee 100x10%n mpu mo6om
KOJIMYECTBE 30H C YBEIMYCHHBIMU JTUM(PATHUYECKUMH Y3JIaMU U HE3aBHUCHUMO OT
YBEJIMYCHUS OPTaHOB (MeIuaHa BBDKUBAEMOCTH 2 TO/1A).

Kiannuyeckasi kapTuna

XJIJI yamie Bcero HauMHAeTCsl MCHOJBOIL. OOBIUHO KOMIIEHCHPOBAHHBIE
0oJibHBIE OOHAPYKUBAIOTCS cirydaiHo. JKajnoObl OOBIYHO OTCYTCTBYIOT. C
TEYCHHEM BPEMEHH TMOSIBIAIOTCS >KAIOOBl Ha TMOBBIIMICHHYIO YTOMJIISIEMOCTb,
cnabocTh, PE3KyI0 TOTIMBOCTb, OCOOCHHO B JKapKoe BpeMsl ToJa, CHIDKCHHE
paborocniocooHoCcTU. Pa3zmepbl TuM@aTuuecKuX y3/10B y pa3HbIX OOJIBHBIX MOTYT
U3MEHATHCS B IMIUPOKUX mpenenax oT 1,5-2 cm no 10-15 cm B guamerpe. V3wl
MSITKHE, TIOJIBUKHBIC, TECTOBATOW KOHCHUCTEHIIMHM HE CHAasHHBIE MEXKIY COO0O0W U
OKpY)XKalOIMMU TKaHSAMH (Yalle BCEro 9TO IWICHHBIC, HaJ- W TOJKIIOYHYHBIC,
MOMBIIIICYHbIC).

B paszsepnymoii  cmaouu  XJIJI nabarodaemcs ~— 2€HEepaTU30BaHHOE
yBeIMYCHUE JUMpaTHuecKkux y3j0B (puc. 18-1). OHU He cnasHbl MEXIy COOOi,
IUIOTHBIE,  TIOJIBWXKHBIE,  0e300JIe3HEHHBIE -  HCKJIIOYEHHE  COCTaBIIAIOT
nuM(paTUYECKUe y3JIbl, PACIIONI0KEHHBIE Y CIUIETEHUH (Hampumep, MmiedeBoro).

Y OonpmMHCTBA OOJNIBHBIX CEJIE3CHKA YBEJIMYUBACTCSA TMO3XKE, YEM
MOSIBJISICTCSl YBeNUYeHUE TUM(paTUYecKuX Y3JI0B. TONBKO Yy HEKOTOPBIX OOJBHBIX
pa3Mepbl CENE3eHKH OKAa3bIBAIOTCS 3HAYMTEIbHBIMH. YBEJIUYECHHE I[€YEHU
HaO0JII01aeTCsl HEYacTO M OOBIYHO MO3KE, YEM YBEIIMUECHHUE CEJIC3CHKHU.

Puc 18-1. YBenuuenue cene3eHkn U IUMGaTHIECKUX y3J10B y 60masHOT0 XJUJI.
Buoxumuueckuii ananu3: TUIONPOTENHEMHUS U THIIOTaMMAario0yIMHEMUS.
VY 60 % 60aBHBIX OompeaeIsieTcs] MOHOKJIOH OBBIIT MUMMYHOTJIO0YIIMH, OOBIYHO
Ig M, B CBIBOPOTKE KPOBU U MOUE.



Tepmunanvnan (kaxekmuueckas) cmaousi.

BeIpaxkeHbIi  aHEMHUYECKUH, TE€MOpPpPAaru4eCKuii, HMHTOKCUKALIMOHHBIN
CUHAPOMBI, CUHAPOM MH(EKIIMOHHBIX OCJIOKHEHHH. VYBenuueHHbIe
AUMQpaTHYECKUE Y3Jbl MPHOOPETAIOT KAMEHHUCTYIO IUIOTHOCTH (puc. 18-2),
UHOUIBTPUPYIOT U CHABIMBAIOT COCEAHHE TKAaHU, BbI3bIBAs OTEK M 0OJEBOI
CUHJpPOM (CapKOMHBIN pocT). Bo3MOXHO pa3Butue HelposeiikeMuu. MoxeT ObITh
nosiejieHue OnacToB B  Mnepudepuyeckodl KpoBH, OJAcCTHBIA KpU3  WIIHU
capkomaTu3anus IMM(GaTHYECKUX y3JI0B.

Kaxekcusi, CHW)XEHHE  YpPOBHS  HOPMAJIbHBIX  HMMMYHOIJIOOYJIHHOB,
MOBBIILIEHHAs UH(PEKINO3HOCTb.

Puc. 18-2. Yeenuuenue numdoysnos y 6onbHoM XJIJI.
®opmbl XJLJI

Jloopoxauecmeennan gpopma (B xnaccudpuxanuu BO3, 2001, He BbIICICHA,
HO OMHKCaHa B Ka4eCTBE BapUAHTA TCUCHMS) — XapaKTepU3yeTcs JTUM(OIMTO30M B
KpOBU MAapajuIeIbHO C POCTOM YHCJIA JIEMKOLMTOB, PEIKO MpeBbimaromero 20-
30x10%n Ha mpoTskeHuM 2-3 JIET, MEIJICHHBIM POCTOM JIUM(ATHUECKUX Y3JI0B
(Jailie mopaxaroTcs HIEHHBIE).

I'enepanuszosannan, (npocpeccupywwias) ¢opma WM  TUTTUIHBIN
KIIMHUYECKU BapUaHT - U3MEHEHUS HapacTaloT OBICTPO OT MecAla K MeECSIy
(xonuuecTBo nelikonuToB a0 100-200x10%1 u Benmuuuna mumdoysios). IlepseivMu
OOBIYHO yBEJIMYMBAIOTCS IIEHHBIE ¥ HAAKIIOUYAYHBIE JUMQOY3IbI, 3aTeM -
noamMbliieynbie. KoHCHCTeHINS TUM(PATHIECKUX Y3JI0B MOXKET OBITh TECTOBATOM,
MSATKOM uiu cierka snactudyHou. Cene3eHKa HE3HAYMTEIbHO YBEJIMYEHA, 3aTeM
pa3Mepbl ee pacTyT.

Cnaenomezanuueckaa ¢opma (B xknaccudpukanmm BO3, 2001, He
BbIJieiieHa). HeT  3HauuTenbHOrOo  yBEJNWYEHUS  JTUM(ATHYECKUX  Y3JIOB,
HE3HAUUTEIbHBIA JIEHKOLIMUTO3 B NEpUPEPUUECKOW KpOBH, Oosbllas IUIOTHAs
cesie3eHKa (3aHMMAaeT IMOYTH BCIO JIEBYIO IIOJIOBUHY OpIOIIHOM MOJIOCTH).

Benyuue cuHIpOMBI: aHEMHUYECKUN, reMOpparudeckuii, MH(PEKIHOHHBIX
OCJIOKHEHUU.



Onyxoneeasn ¢popma (B xnaccudpuxanuun BO3, 2001, He BblgeneHa) -
OBICTPBIA  POCT W  3HAUYUTEIBHOE  YBEIMYECHHE JIUM(PATUUECKUX  Y3JIOB
(KOHCHCTEHIIMSI WX IUIOTHas) MNpPU HEBBICOKOM JielkouuTose. [umneprpodus
MUHJAIUH, YMEpeHHas cryieHoMmeranus. llpeobiaganue cMMOTOMOB CHABIECHHS
OpraHOB B CBA3M C NOPAXXEHUEM  MEIMACTEHAJbHBIX M ME3EHTEPUAIbHBIX
muMmpatryeckux y3iaoB. KonnuecTBo JaeiiKonuToB B nepudepuyeckoi KpoBH, Kak
npaBuiio, He npeBbimaeT 100 Teicsiy, B nmyHkrate 20-40%, HO MOXeT OBITh U
TOTaJIbHOE TIOpaKEHUE.

Kocmnuomoszoean ¢popma (B xnaccudpuxauuu BO3, 2001, He BbIAcncHa)
- XapaxkTepu3yeTcs OTCYTCTBHEM T€NaTOCIJICHOMETalluu, HEeT OOJBIINX
TuM(paTUYECKUX Y3JI0B U OOJIBIIOrO KOJIMYECTBA JEHKOUUTOB. OJHAKO TEeueHUe
Tsokenoe. Benymuii cMHIpOM — aHEMHYECKH; MOXKET OBbIThb reMopparuuyeckuit
CUHAPOM, OOYyCIOBJICHHBIA TpoMOonuToneHueil. Bo3moxeH cencuc, yacTbie
UH(EKINH.

XapaktepHa ObICTpOnporpeccupyiomas MaHIUTONECHUS, TOTAJIbHOE WIIH
YaCTHUYHOE 3aMEIlleHHe KOCTHOTO MO3ra 3peJIbIMU JTUMQPOIIUTAMH.

Hponum@poyumapnaa ¢gopma - 15% wu 0Ooyiee KICTOK TMPEICTABICHbBI
npoauMoIUTaMu. XapakTepHbl BbICOKHE HUPPHI jgeikonuToB (10 300-800 TbIC.).
Pe3ko yBenuuena cene3eHka. — TeueHue TsbKenoe, OBICTPONPOrpeccCUpyIOIIee.
Kaptuna kpoBu BKIIIOYAET JEHKOIMTO3 Pa3jIN4YHON BBIPA)KEHHOCTH, HEHUTPOINEHUIO,
aHEMHIO.

C meuenuem spemernu oona gpopma XJIJI moocem nepexooums 6 Opyeyio.

Ocnoxycnenun XJ/IVI. AyTouMMYHHas TeMoOJMTHYECKas aHemust 0e3
3HAYUTEIBHOTO TIOBBIIEHUS PETUKYJIOLMTOB UM CHUXKEHUS TPOMOOIMTOB;
UMMYyHHasi TPOMOOIIMTONEHUS; UHPEKIUOHHBIE OCJIOKHEHHUS, Pa3BUTHE BTOPHIX
OMmyXoJIeH (paK KOXH, TOPTAHU U JIETKUX, KETyJIKa, MOUYEBOTO Iy3bIps U AP.).

Kputepun nnarmoctuxku XJIJI.

AGcomoTHelil  muM@onuTos B KpoBu Oonee 5 X 10%n CrepranbHas
yHKIUs (MeTo/ BepuuKaluu quartosa) He Mmeaee 30% JIuMQpOLUTOB B MyHKTATE
KOCTHOT'O MO3Ta.

MMMyHOJIOTMYECKOE TOJATBEPKACHUE HAIU4Msl KJIOHOBOrO B-kieTouHOro
XapakTepa JUM(GOIUTOB.

VYBenuueHue cene3eHKH U MEUYEeHU - He00s3aTeNbHbII NMPU3HAaK.

BcnomorarenbHBIN JTUArHOCTUYECKUU IIPU3HAK auMpaTHIECKOM
omyxoneBoi mnponudepanun - kiaetkn borkuHa-I'ymmpexta B Ma3ke KpOBU
(KMeTKM JIeHKoIM3a MPEACTABISIOT cO00i apTedaKT: B )KUIKOW KPOBU UX HET, OHH
00pa3yroTcs B MPOLIECCEe MPUTOTOBICHUS Ma3Ka)

NmmyHodenoTumpoBanne omyxosieBbix kiaetok mpu XJIJI: CD — 5, 19,
23.

TpemanoOwornicust  (muddysnas  aumdaTudeckass  TUMEpIUIa3usi) U
baoynutomeTpus (onpeneneHue nporenHa ZAP-70) mo3BoisAOT onpenenuTs  B-
KJIIETOYHYI0 HHQUIBTpAlMIO M TpoBecTU Ju(PdepeHUuanbHyl0 IHATHOCTUKY C
auM@omaMu.

Ilpoznocmuueckue paxkmopuot.

OrcyrcTBue myTanuii  JJVH — reHOB TMM(OLUTOB.



Okcnpeccus Zap — 70 u CD 38.
Bricokuit ypoBeHb o-MUKpOTI00YyIMHA, TAKTATACTUIPOT€HA3bI U
TUMHJIUHKHUHA3bI, paCTBOPUMON MoJieKybl CD23.
Bripasxxennas sxcnpeccust BCL-2.
XpomocomHble abeppaunn — 11q, 17p.
Jleuenue.
B nauanvnou cmaouu:
- TUCTIaHCEPHOE HAOJIIOICHUE;
- 3aMpeIIeHbl HHCOJIAIMS, IEPEOXIIaXKICHUE;
- HEJIb3sl IPUMEHSITh aHAJILI'€TUKH, CYJIb(aHuIaMuIbl, 6apOUTYpaTHI;
- WAALIINA PEXKUM;
- orpaHu4eHue (HU3NYECKUX HATPy30K.
Hauano yumocmamuueckoii mepanuu pewiaemcs uHOUBUOY ATILHO.
Cpenu mpernapaToB TEpBOM JIMHUU Haubojee BaXXHOE MECTO 3aHUMAIOT
aQHAJIOT TYPUHOBBIX HYKJICO3UJIOB — ¢hayoapadun (gpayoapa) n TpeNCTaBUTEID
ATKWIMPYIOUIUX MPENAPATOB XAOPAMOYUUI (X10pOYymuH, jieiikepan).
INoka3zaHus K Jie4eHUI0 MU TOCTATUKAMM :
- HAJIMYWE «OOIINX» CUMIITOMOB: YCTAIOCTh, MOTIMBOCTh, CHH)KCHHE
Macchl Tena,

- aHEeMHUS WM TPOMOOLUTOIICHUS, 00YCIOBICHHAS UHPUIIbTpAIuen
KOCTHOT'O MO3Ta, JeHKEeMUYECKUMHU KJIETKaMU;

- ayTOUMMYHHasl aHEMHUsI WJIA TPOMOOIUTOTICHHUS;

- MaccuBHas JTUMQaZACHONATHS UK CIIJICHOMETaJIus, Co3Aaronias
KOMITPECCUOHHBIE TTPOOJIEMBI;

- mumdonurtos 6omnee 150 x 10%/;

- YABOCHHE a0COIIOTHOTO YKcia JIUMQOIIMTOB B KPOBU MEHee, yeM 3a 12
MECSIIEB;

- MIOBBINIIEHHAS TIOJIBEPIKEHHOCTh OaKTepralbHON HH(PEKINH;

- TuM@OIMTO3 B KOCTHOM Mo3re 6osee 80%;

- KOMIUIEKCHBIE XpPOMOCOMHBIE abeppaluu;

- ctagus 6oxe3nn: C o Binet, III-IV mo Rai.

«3o0s0oToii crtangapr» Jedenuss XJIJI — IIXT mo mporoxkoany COP
(muxnodocdan + BunkpuctuH + npeaan3onon) (IIXT — momuxumuoTepanms).

Cxema FCP (¢urynapabun + nukinodocdan + npeTHA30II0H).

CHOP  (umkinodochan  +  mpeaHU30J0H  +  BHHKPHUCTHH — +
TUIPOKCHAAPUAMUITUH WA aipUa0IacTUH).

R-CHOP + purykcumadé (MABTEPA).

HNuTepBanbl Mexay IUKIAMU COCTaBIAOT 21-28 nHEW B 3aBUCHMOCTH OT
MOKa3aTeyiel KPOBH.

[Tpu cuMnToMax craBieHUs OPraHOB JTUM(DATUYECKUMH y3JIaMHU - JTydeBas
Teparnus.

OpuTporuTapHas Macca, TPOMOOKOHIIEHTPAT - 10 MOKAa3aHUSIM.

[Ipu MHTOKCUKALIMOHHOM CUHApPOME - I1a3madepes.

[Tpu Hanmuuuym MHGEKINYN - aHTHOAKTepUaIbHAs Tepanus Kak MOXKHO PaHbIIEe
B BBICOKMX TEPANEBTUYECKUX J103aX.



['emonuTHYECKUE U MHBIE HUTOJIUTHUYECKHE KPU3bl — CTEPOUIHBIE TOPMOHBI,
KOMOUWHAIMS UX ¢ BUHKpUCTHHOM (miporpamma VAMP).

[loka3aHusi K TpaHCIUIAHTALMU CTBOJOBBIX T€MONO3THUYECKHX KIETOK Y
6onpHBIX XJIJI: ObICTpOE yaBOEHHME YnCia TUM(OLUUTOB, BHICOKUN YpOoBeHb  Bo-
MUKPOTJIO0YJIMHA; HaJW4YUe XPOMOCOMHBIX abeppamuit 11q - wmm 17p -
nonyuyenue 3 dexra npu Tepanuu GpaynapaObUHOM HE paHee 3 Kypca.

Hoevie cmpamezuu.

Pubomyctun (6enmamycTuH). MexaHu3Mm JEUCTBUS MPEUMYIIECTBEHHO
CBsA3aH C O0Opa30BaHMEM MEPEKPECTHBIX CIIMBOK MOJIEKYJ OJHOUEMOYHBIX H
npyxuenounot JIHK BcnenctBue ankwinupoBaHus. B pesynbrate 3TOro
Hapymatorcs MatpuuHas pyukuusa [JHK u ee cunres.



	Хронические лимфо - и миелолейкозы
	Заболеваемость составляет 1-1,5 случая на 100 000 населения в год (15-20% от всех случаев гемобластозов у взрослых). Пик заболеваемости: возраст 30-50 лет, 30% составляют больные старше 60 лет. Мужчины болеют несколько чаще, чем женщины (соотношение 1...
	Возможные этиологические факторы.
	Ионизирующая радиация.
	Спорный вопрос:
	1. Малые дозы радиации.
	2. Слабые электромагнитные излучения.
	3. Гербициды, инсектициды и т.д.
	4. Химические агенты – бензол.

	Патогенетические аспекты ХМЛ
	Главное патогенетическое событие - соматическая мутация, возникающая в плюрипотентной гемопоэтической стволовой клетке.
	При возникновении филадельфийской хромосомы (Ph-хромосомы) происходит обмен генетическим материалом между хромосомами 9 и 22, в результате чего на 22 хромосоме образуется слитный ген BCR-ABL, продукт которого – белок р 210 – является тирозинкиназой с ...
	Биологический эффект химерного гена BCR-ABL в гемопоэтических предшественниках:
	- нарушение нормального функционирования клетки;
	- злокачественная трансформация;
	- нарушение контроля над пролиферацией, адгезией и апоптозом;
	- вытеснение нормальных стволовых клеток.


