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Tema: bojie3HH KPOBETBOPHOI CHCTEMBI.
|. Mukponpenapamer.

Ne 56. [TeueHb pu XpOHNYECKOM MHEJIOMIHOM Jeliko3e. (Okpacka I-3).

O0o3HaueHuA:

1. Pa3pacTanue OmyXxoJIeBbIX KJICTOK MUEJIOHTHOTO PsIJia O XOAY BHYTPHUAOIBKOBBIX CHHYCOUIHBIX KalTWILISPOB.
2. [TeuéHouHBIC OANIKHY.

B mapenxume medeHn oOHapyxkuBaercs auddy3Has HUHGUIBTpAIMS ~ CHHYCOMJAIBHBIX  KalWJUISIPOB
JIEHKEMUUYECKUMHU KJIETKaMU MHUEJIOUTHOTO Psifa, MPEUMYIIECTBEHHO MUEIOIUTAMHU U METaMHUEIOLUTaMH, B KJIETKaX
MEYCHH - TUCTPOPUUECKUE U3MEHEHUS, CTEATO3.

Xpornuueckuii muenouounslii netikos cocmaeisiem ~ 20% om obuyeco uucia 1etiko308 y 63pocCivlX, NUK NPUXoOumcs Ha
30-40 nem. OcHosubiM MoOpghonocuueckum cyocmpamom AGIAemMca  U30bIMOYHOE KpOoBemeopenue psaoa
epanynoyumos, komopoe modxcem oocmueams 100 000 neixoyumos | mxn 6 nepugepuueckoli Kposu
Hupkynupyrowue kremxu npedcmasisaom cobou 3penvle Heumpo@uibHbie JLetKoyumsl, Memamueloyumsl u
muenoyumsl. Kocmmuwlii mose sensemcs cunepkiemoyHbvlli, 3aMeueHHblll NporuGepupyrouumy  MuerouoOHbiMu
K1emKkamu, Kiemounocms kocmno2o mosea oocmueaem 100%. B 90-95% cnyuaes ceszan ¢ Ph-xpomocomoti
(Dunadenvpus), Komopas noaIAemMcsa Nymem 63aUMHOU MPAHCIOKAYUU MeHcOy Xpomocomamu 9 u 22 (2en crusanus
BCR-ABL). Xponuueckuii muenouonwlii ietiko3 pazeueaemcs 6 3 cmaouu:. cmaduibHblll, YCKOPEHHbII U O1ACMHbLI
kpuz. Cmabunvras gasza umeem medjeHHOe pazeumue, )y OOIbHLIX HAONI00aemcs aHemus, noxyoanue, 2emoppasuul.
Cenesenka ygenuuena 6 pamepax, moxcem Oblmb MACCUBHASL CNIEHOME2alUsl, HA paspese HanoMuHaem KOCHHbLU
MO32 U3-3A UPEIMEPHO20 OIKCMPAMEOVIIAPHOZO HEONIACNUYECK020 KPOBEeMBOPEHUsl, NOABNAIOMCA HAPYULEHUS
Kpogoobpawenus C ungapkmamu u 6oau 8 negom 60oky. Ileuenv makoice ysenuuena, uHo20a 3HAYUMENbHO, U3-3d
oughyznou urH@uILMpAYUU  CUHYCOUOO08 JeliKkemMuyecKumuy Kiemxamu. Mooxem Ovimb 2eHepanu308aHHAs
aumgaoenonamus. CmabdbunvHas Gaza 6 meueHue HeCcKOIbKUX Jlem nepexooum 6 YCKOPeHHYIo a3y ¢
npoecpeccuposaruem amemMuu U mpomMoOOYumoneHuu, a 3amem 6 MepPMUHAIbHbIL ONACMHbIL KPU3 C Y8erudeHuem
COOepIICansi MUenooIacmos8 8 CNUHHOM Mo32e U nepugepuieckoi Kposu U KIUHUKO-MOPPOoL0cuuecKol KapmuHoll,
CXOOHOUL C OCMPBHIM MUETLOUOHBIM JIEUKO30M.
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Ne 56. [TeueHb IPH XPOHUYECKOM MHEJIOHIHOM Jieiiko3e. (Oxpacka [-3).



Ne 57. Tleuenb mpu XpoHuYeckoM JuMEpOHTHOM Jieiiko3e. (Oxpacka [-09).

O003HaUeHNA:

1. OgaroBble pa3pacTaHHs OMYXOJEBBIX KICTOK JUM(GOUIHOTO PsAaa MO XOAy MEXKIOIHKOBOM
COCIUHUTCILHON TKaHU.

2. Ileuenounast 10JIbKA.

HeBoopykeHHBIM T71a30M B MHKpOIIpeIapare HaOIogaeTcsl MECTPhId BHA cpe3a, P MUKPOCKOTTHIECKOM
HCCIICIOBAHUHN BBISBIISIOTCS MHOXXCECTBECHHBIC OYaroBbIE CKOIUICHHS KJIETOK, COCTOSINHE W3 MEIKHUX
TUMQOIIUTOB, ¢ KPYIIBIM SJIPOM, HMOKPAIICHHBIE WHTCHCHBHO 0a30()HMIIBHO, ¢ HEOOJBIIONW HHTOILIa3MOM,
PaCIIOJI0KEHHBIC BIOIb MEKIIOOYIISIPHBIX COSIUHUTEILHOTKAHHBIX MEPETOPOIOK, MECTaMHU B 00JIaCTH TPHA,
renaToluTOB €  JUCTPOPUYCCKUMHM  M3MCHEHHSMH, CT€aTo30M, JICHKO3Has WHQWIBTpAUs  HE
PacIpOCTPaHISTCS Ha CHHYCOMIANbHBIE KaUJUISAPHI.

Xponuueckuti aumeponetikosz (XJ1J1) asnsemcesa naubonee pacnpocmpaneHHoU Gopmot 1elKo3a )y 3pOCiblX U

uoenmuyern C MenKokiemouHou aumpoyumaprou aumgomon (MJLJI). B XJIJI neiikoznvie Kiemiu
npeoonaoarom 6 nepugepuveckou Kposu, a 6 MJII/I- 6 num@ouonvix mrauax. Imu auM@ouoHvle
HOB00OPA308aHUSL MO2YM nepexooums opye 6 opyea. bonvuwiuncmeo uz nux umerom B-rumgpoyumapnoe
npoucxoxcoenue. Aoconromuniit rumgpoyumos oo 200 000 krzemox | mn oonapysxcueaemces 6 nepugepuqeckoi
kposu npu XJIJI, npu smom Hebonvuue 3penvie aumeoyumor cocmasisiiom oonee 90% netikoyumos.
Mopdgonocuueckue nopaswcenusn:. 1) 6 xocmmuom moszee nabnrodaemcs oughghysnoe pazpacmamnue MeIKux
TUMPoYyuUmos, 3amewarouux HOPMAIbHYIO KPOBEMBOPHYIO MKAHb, Bbl3bl8AS AHEMUN), HelmponeHuo,
mpomooyumonenuio;, 2) eenepanu3osannas aumgpaoenonamus; 3) cnieHome2anus, UHO20d MACCUBHAS, C
paspacmarnuem MeiKux aum@poyumos 6 oenoi nynvne; 4) cenamomezanus, Komopas Moxcem OblnMb CMOIb Jice
maccuenou. Y nayuenmos ¢ XJIJI nabmooaromcs aymoumMmMyHHble peakyuu ¢ aymoaHmumenamu npomue
IPUMPOYUMOE8 U  MPOMOOYUMO8, KDPOBOMEUECHUSl, UCKANCEHHbI UMMYHHbIL Omeem U NOBbIUEHHAS
BOCNPUUMYUBOCTNG K UHDEKYUSIM.



4o DG
R T

~ % 5k v 1‘, R o A S 0 s RO B e s i PR
Ne 57. IleueHb Ipu XpoHHIECKOM JuMponIHOM Jeiiko3e. (Oxpacka [-0).




Ne 145, Tlnazmomuroma. (Oxpacka I-3).

O0o3HayeHus:

1. ITorumopdHBIE OMyXO0JIE€BbIE KJIETKH IJIa3MOLIUTAPHOIO Psia.
2. CTpoma oIy XoJid, KpOBEHOCHBIE COCY/IBI.

3. Oyaru KpOBOU3IUSIHUMA.

buoncust 6bl1a B3MTa M3 OJAMHOYHOTO OMYXOJEBOTO y3ja B OOJIacTU CBoja udepena.. MUKPOCKOMUYECKH OTMEYaeTcs

KJIETOYHAsi Macca, COCTOAIIAs MPEUMYIIECTBEHHO M3 OIMYXOJEBBIX IIa3MOILIMTOB, OOJbIlAs YacTh U3 HHUX MOJO0OHBI
HOPMAJIbHBIM IUIa3MOIIMTaM, C 3KCHEHTPUYHO PACIHOJOKEHHBIM TUIEPXPOMHBIM SAPOM, XPOMATUH B BHUJE «CIIHUII
KoJiecay, IUToIIa3Ma Oorarasi, 6a3oduiabHas, C MEPUHYKICAPHBIM MPOCBETICHUEM, SAPBIIMIKH OTCYTCTBYIOT, MECTaMU
HaOJIIOAIOTC  MJ1a3MO0JIacThl OONBIIMX PAa3MEPOB, C XOPOLIO 3aMETHBIMH SIIPBIINIKAMHU, CTpOMa OIyXOJid OenHas,
MMEIOTCS OYarv HeKpo3a 1 KPOBOUBIIUSHUIM.

ConumapHas (MecmHas) NIAZMOYUMOMA U MHOMCECNEEHHAS MUELIOMA SGISAIOMCA OCHOBHLIMU 3A00NIeAHUAMU U3
2pYynnwvl NIAZMOYUMAPHBLIX HEONNA3Ull, MOPQOLOSUYECKUM CYOCMPAMOM KOMOPbLIX A61Aemcs U30blmoyHas ONyxo/ieeds
nponugepayusa niazmoyumos. B 95% cayuaes nepsuunas onyxonv obpazyemcsi 8 KOCHHOMO32080U NOLOCMU U
NOCMENnenHo paspyuiaem eHadaie 2youamyrto, a 3amem U KOPMUKAIbHYIO KOCHIHYIO MKAHb, Bbl3bl6dsl NAMOI02UYeCcKUue
nepenomsl. Ilpu conumapHoi niazmoyumome nopaicaemcss 0OHA eOUHCMBEHHAsT KOCMb, a NpPU MHOMCECMBEHHOU
MUuenome nopaxtcenuss MynbmuQoKaibHble, C 808/leYeHUeM KOCMel ¢ AKMUGHbIM 2eMON0230M: HO380HOYHUKA, pedep,
yepena, mazosvlx xocmeti u Op. ConumapHas niAIMOYUMOMA A6AAeMCcs HAYAIbHOU Cmaouel MHONCeCMEeHHOU
muenomel, npoepeccupyioweti 6 meuenue 5-10 nem om nopasicenuss 0OHOU KOCMU K MHOMCECMEEHHBIM NOPANCEHUSIM.
Tlopasicennvle kocmu npuobpemaiom U0 «U3bEOEHHbIX MOAbI0Y, Oepekmvl umerom ouamemp 1-4 cm. Knemounocmo
KOCMHO020 Mo032a @vlcokas, naasmamuyeckue kiemxu cocmasnsitom 0o 30%. Onyxonegvie kiemku cekpemupyom
ummynoanooynun, ooviuno 19G (monoxnonanvHas cekpeyusi) unu ecKkue yYenu UMMYHO2N0OVIUHO8, KOMOpbLe
IKCKpemupyomcs 8 mouy - oenox benc-/[piconca. Ouensv b6onvuioe sHauenue umeem MuelomMHas Heghponamusi, Komopas
Xapaxmepuzyemcs. Omi0HCeHUuem OenKo8biX YUTUHOPOB 8 OUCMAIbHBIX KAHAILYAX U COOUPAMENbHBIX MPYOKAX, HEKPO30M
InUmMenus U3UMbIX KAHAIbYes8, OaKMepuaIbHuIM nueionegpumom, amunrouoosom AL. Ilnasmoyumoma/muooxcecmseennas
MUenomMa 8 MepMUHAIbHOU cmaduu Hanomuraiom netikos. OclodxcHeHus: nepeinomvl Kocmell, anemuu. [Ipuyunvl
cMepmu’. no4eyHas HedOCMAamoyHOCMb, UHQPEKYUOHHbBLE OCTIOHCHEHUSL.
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Ne 58. JInmbaTuueckuii y3ei npu 0oj1e3Hu XoMKKHHA (6apuanm ¢ Hodyaapuvim ckiaeposom). (Oxkpacka -3).
O06o3HaYCHUA:

1. l'urantckue MHOTOSsIACpHBIC KiaeTku Pun-I1lItepabepra.

2. JTumbpo1uThI.

3. [Iyuku HOBOOOpa30BaHHOW COCTUHUTEIIHHOMN TKAHHU.

B Mukpompenapare MMEIOTCS OIMYXOJIEBBIC Y3JIbI, COCTOSIIME M3 PAa3HOOOPa3HBIX KJICTOYHBIX 3JICMCHTOB. 1)
rurantckue kietku Pun-IlltepuGepra, amamerpom 1m0 45 W, ABysAepHBIE, ¢ 2-MS CHUMMETPUYHO, 3€pKaIbHO
PaCIOIOKEHHBIMU SJIPaMU, C XOPOIIO 3aMETHBIMU SJIPBIIIKAMHU C TIEPUHYKJICOISIPHBIM MPOCBETIACHUEM, HAMOI00ME
«COBHHOTIO T1a3a», 2) KPYITHbIC OJHOSICPHbIC KJICTKH XOKKHUHA, 3) JIAKyHapHbIC KJICTKHA (OJHOSAACPHBIC KICTKHU C
MHOTOJIOJIBYATBIM SIIPOM, MHOTOUMCIICHHBIMH SIIPBIIIIKAMUA W OOWJIBHOM, CBETJION IMTOIIIa3MOi), 4) HEOmyXOJIeBbIi
BOCIIATUTENbHBIN HHOUIBTPAT U3 JIUMPOIIUTOB, TUCTUOIUTOB, 03UHOPHUIIOB, HEUTPOPHUIIOB, IJIA3MOILIUTOB B Pa3HBIX
MPOIMOPLHSAX; OIYXOJIEBBIC Y3JIbl PA3JEICHBI MPOCIONKAMU KOJUIAT€HOBBIX BOJIOKOH Pa3HOM TOJIILIUHBI.

Jlumepoma Xooowckuna (JIX) — onyxonv, pazsusarowascia u3z aum@poyumos B eepmMuHamusHwvlX YeHmpos.
Cocmasnsem 6 cpeonem ~30% uz ooweco uucna numgpom. Umeromesa 4 knaccuueckue cucmonocuieckue 8apuanmol
(cyomunst) JIX: 1) ¢ nooynsapuoim cxkieposzom, 2) cmewannokiemounsil, 3) ¢ npeobnradanuem aumgpoyumos, 4) ¢
nooasnernuem aumgpoyumos. Camvimu yacmolMu s6ISAI0MCSA nepevie 2 — ¢ HOOVIAPHbIM cKaepo3om ~65-75% u
cmewannoxkiemounsii ~25%. Mopgonozuueckuti cyocmpam 3axnouaemcs 6 npoiaugepayuu namocHOMOHUYHBIX
onyxonegvlx Kiemox — kKiemox Puo-Illmepnboepea (PIIl) u ux npousgoOHviX. JAKYHAPHBIX KI1EemOK, KOMmopvle
aenaomes wacmuotl gpopmou kiemox PLL u knemku Xoosckuna, komopwvie A6110MC NPeouleCmeeHHUKAMU Ki1emoK
PllI. Omu onyxonegvie xnemxu cocmasigiom auuis 1-5% eceii xnemounoil maccel, ocmanvhvie KiemouHble
JleMeHmbl  PeaKmueHoU, BOCNATUMENbHOU  Npupoosl. HMmyHocucmoxumuyeckue uUCciled08aHus OO0KA3AIU
npoucxooicoenue xiemox PILI uz numgpoyumos B. Xoms xonuvecmeo cneyugpuiueckux Onyxonieévix KIemoK CMOJb
HEe3HAYUmMenNbHo, 00CMOBepHblll ouazsrHo3 JIX cmasumcsa monvko Ha ocHoge udenmugpuxayuu kiemox PILI unu ux
8APUAHMOE 8 OUONCUTIHOM UNIU CEKYUOHHOM Mamepudae.
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58. JIumdarnyecknii y3e npu 60s1e3Hu X0IKKHHA (6apuanm ¢ Hooyapuvim ckaepo3om). (Oxkpacka

Ne



Il1. Makponpenapameur:
Ne 145. KocTHBIM MO3T IIPH JieiKoO3e.

[IpononbHbIN cpe3 OeIpeHHON KOCTH, KOCTHOMO3TOBAasI TKaHb OJHOPOHAS, COYHAs, ACICHUE HAa KOCTHBIM M JKEIThIN
KOCTHBIH MO3T' OTCYTCTBYET, JKMpOBas TKaHb B oOjacTu auadu3a 3aMelleHa aKTUBHOW KPOBETBOPHON TKaHBIO,
CEpOBaTO->KEJTOBATOTO IIBETA, UMEET THOCBUIHBIA OTTEHOK («ITMOUIHBIN KOCTHBIA MO3T).

Ilpu neuxozax KOCMHbIUL MO32 NOPAHCAEMC NEPEBUUHO, UMEHHO 8 KOCHWIHOM MO32€ HAYUHAEemCsl ONyXoJleblll
npoyecc, a nepugepuueckas Kpogb u opyeue OpeaHbl 808IEeKAIOMCSA 8MOpudHo. B kocmuom moszee npoucxooum
onyxoneeas nponughepayus 0OHOU KIeMOYHOU cepull, KOmopas NOCMeNneHHo 3ameujaenm OCmaibHble KOMNOHEHMbl
KPOBEMBOPHOU MKAHU, A U3 KOCHO20 MO32d JletiKkeMUuyecKue KiemKu nonaoarom 6 Kpogb U UHOUIbMPUpyrom opyaue
Op2amubl, 8 Nepeyr ouepedb OpP2aHbl/MKAHU JTUMOOUOHOU CUCMEMbl, HO MAaKdce U NAPEeHXUMAMO3Hble OpP2aHbl,
YEHMPANbHYIO HEP8HYI0 cucmemy, Koxcy u Op. Mukpockonuuecku 8 KOCMHOM MO32€ BblABIAemcs YeeluyeHue
knemounocmu, komopas moxcem oocmuecHyms 100% (6 Hopme coommowenue KposemeopHAas MKAHb/HCUPOBAs
mkanb cocmasiasiem 50% na 50%). Omu uzmenenus KpoeemeopHol MKaHU HAOTIOOAIOMCSL KAK NPU OCMPbIX, MAK U
npU XPOHUUECKUX JIetiKO3ax, 8 (hasze ux yCcKkopeHus (axyenepayuu) u O1acmno2o Kpusa.

Ne 84. [Touka npu Jeliko3e.
ITouka yBenuueHa B pa3Mepax, Karcysia HalpspkeHa, TUIOTHOM KOHCHUCTEHIIMH, Ha pa3pe3e PUCYHOK CTPOCHHS CTEPT,
cepoBaTo-0€eJ10TOo I[BETa, C MEIIKOTOUCUYHBIMU KPOBOHM3IUSHHUSIMHU.

Topaoicenue nouex mooxcem Ovimv npu a00O0U Gopme 1eUK0308 U NposAsIaemcs UHDUIbmMpayuel opeana
ONYXONeBbIMU KILEMKAMU U3 KOCHHO20 M032d, KOMOopble PACHnona2aiomcs NepeoHaA4aIbHO 80KpY2 cOCY008, d 3amem
JletikemMudeckue UH@UILMpamsl MO2ym CHAHOBUMbCL Oonee UlU MeHee PACHpOoCmpanHeHHuviMu. M3-3a smoeo, a
makoice U3-3a HapyuweHui KposooopaujeHus, 00yCl06/1€HHbIX JeUKeMUyeckou UH@uiIbmpayueli CmeHoK cocyoos u
NOBbIUEHUEM BA3KOCMU KPOBU BO3HUKAIOM OUCMPOPUUecKUe UIMEHEeHUsl NAPEeHXUMbl NoYeK, Mo2ym Oblmb ouazu
HEeKpOo3a U KPOBOUINUSHULL.
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Ne 145. KocTHBIN MO3T IIPH JIEHKO3€.




Ne 84. Tlouxka npu Jieiiko3e.




Ne 142. Cesne3eHKka npu XpOHMYECKOM MHUeJI0JIeHKO03e.

Cene3eHka 3HAYMTEIBLHO yBeIWYeHa B pazMepax, nHoraa B 20-30 pa3, Macca MOXKET IOCTUTHYTh HECKOJIBKO
kr (Hopma ~180 rp.), Ha paspese cepoBaTO-KpPacHOTO I[BETa, OJHOPOIHAS, TUIOTHOH KOHCHCTCHIIUU, MOTYT
OBITH OYarv UIIEMHUYECKOro HH(PAPKTa U KPOBOU3IUSHUA.

Maccusnas cnienomezanus, komopas HAONOOAemcs NPU XPOHULECKOM MUETIOUOHOM Jleliko3e, 00V Cll0GIeHA
UHMEHCUBHOU, OU@y3HoU NetikeMuyeckoi UHpuIbmpayuel Kiemkamu MUeiouoHo20 paod, 6 OCHOBHOM
MUETIOYUMAMU U MEMAMUETOYUMAMU; 0YaeU UHGAPKMA C8A3AHbL C YEelUYEHUEM BA3KOCMU KPOBU, KOMOpoe
UHO020a Modxcem npueecmu U K jJelukosHvimM mpombdbam. Ha xancyne cenesenku mocym Ovimb OMAONCEHUS
Qubpuna (nepucnieHum), mMpewjurvl, B03MONCEH pPA3PbI8 KANCYIblL C JeMATbHLIM BHYMPUOPIOUUHHBIM
KpOBOmMe4UeHUueM.

Ne 143. Jlum¢oy3abl OpblkeilKH NPU XPOHUUYECKOM JuMdoeiiko3e.

JIumdoy3nbl paBHOMEPHO YBEIWYEHBI B pa3Mepax, IUIOTHO-3JACTHYECKONM KOHCUCTEHIMU, OEJ0BaToro
1[BeTa, 00pa3yIoT OMyX0JIeBbIe KOHTJIOMEPAThI, KOTOPHIE CAABIUBAIOT MPHIICKAIINE OPTaHbl.

l'enepanuzosannas numgaoenonamus sa6isemcs Hauboniee APKUM KIUHUKO-MOPPON0UUeCKUM NPUSHAKOM
XPOHUYECKO2O TUMGPDPOUOHO20 NelKo3d. JIumMehoy3ivl cuMMEeMpUUHO Y8eluyerbl 8 pasmepax, MUKPOCKONU4ecKu
evLa6slemcs Ou@@y3Has uHuibmpayus MAaiblMu 3perviMu  aumpoyumamu, 0e3 NPUHAKO8 amMunuu,
omMeuaromes maxxce ouasu npoaugepayuu 6onree KpYnHovIX IUMGBOYUMO8, MUMOMUYECKU AKMUBHBIX, Oe3
yemkux konmypos. 80% xponuueckux 1um@pouoHvix 1euKo308 npoucxoosam uz B-numpoyumos. Hecmomps na
Mo, YMO KOIUYECMBO HEONIACMUYECKUX JTUMPOYUMOE 3HAYUMEILHO VEEIUYEHO, OHU UMMYHOI0SUYECKU
HeaKmueHvl, umo eedem K 2UN02aMMaziooyiuHemMul, OociableHu0 2yMOpaibHOo20 UMMYHUmMemad,
UHDEKYUOHHBIM OCTLONCHEHUSAM, AYMOUMMYHHLIM DeaKyusm, 8 nepeyro ouepedv 2eMOIUMmuUYeckol aHemuu u
MpoMOOYUMONeHUU.



Ne 142. Cese3eHKa Ipy XPOHUYECKOM MHUEJI0JICIKO3e.



|
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Ne 143. Jlum@oy3s.bl OpbIKeHKH IPU XPOHUUECKOM UM oJIeKo3e.



Ne 146. JIumdoy3ibl Opblkeiikn nNpu 00J1e3HM XO0IKKHHA.

Jlumdoy3asl HEpaBHOMEPHO YBEIHMYEHBI B pa3Mepax, MJIOTHOM KOHCHCTEHIIMU, CEpOBaTO-0€JI0ro IIBETa,
CHasiHbl MEXAy COOOM M3-3a MHPUIBTPALMHU MEPUHOAYISIPHON COCAMHUTEILHON TKAaHU, HA pa3pe3e UMEIOT
NEeCTPhIN BUJI, O4aru 0eo-kKeNToro 1nBpeTa Hekpo3a u ¢pudpo3sa.

Jlumgpoma Xoooickuna Hauumaemcs 6 0OHOM JuUM@Poyzie uiu 8 epynne aumghoysios, 0ObIYHO, UWLEUHDBLX,
HAOKMIOYUYHBIX UAU NOOMblUleUHbIX. B Oanbuetiuiem onyxonesvlti npoyecc Hnpocpeccupyem, B08J1eKds
NOCMENEeHHO HOBble 2PYNNbL TUMGPOY3I08 C MO JHce CIMOPOHLL Ouappazmel, ¢ 0beux cmopoH ouagpazmol Uil
IKCMPAHOOAIbHBIX op2anos/mKarel. llepsonauanvHo aumghoy3ivl U30AUPOBAHDL, A CO BPEMEHEM CNAUBAIOMCS
MmedHcoy coboil, 00pa3zys onyxoiesvle KOH2LOMEPAmbl, KOMopble COA8IUBAION NPULeXCaujue opeansbl/mKaHu.

Ne 147. Cene3enka npu 00J1e3HM XOMKKHHA («MOpPUPOBas» cejie3eHKA).

Cenesenka yBeiaumdeHa B pasMmepax B 3-D pa3, Macca MOXET ObITh 10 1 KI, TUIOTHOM KOHCHCTCHIINH, Ha
paspes3e UMeeT MeCTPhI BU U3-3a YePEAOBAHUS MPOIU(PEPATUBHBIX U HEKPOTUUECKUX OYaroB OEJI0-KEITOTO
I[BETa M 0YaroB CKJiepo3a OeIoBaToro npeTa Ha (OHE KPACHOW MYNBIIBI, YTO MPUAET TKAHU CEJIC3CHKH BU]
nopduposoro (kpacHoro) rpanuTa («mopdupoBas cene3eHka») [6 maxponpenapame necmpulii 6U0 cenezeHKu
NJIOXO0 8bIpadicel u3-3a oeticmeusi hopmanunal.

Cnnenomezanus npu aumgome X0OJdHCKUHA OmMpadxdcaem nNpocpeccurd ONyXoau, HA NepeoM smane
nopadscaromcst auUmM@oy3ivl, a 3amem u opysue dKCMpPAaHOOdlbHble OpPeaHbl, 8 Nepsyr ouepedb Cele3eHKA.
Topaoicenue cenezenxu ommeuaemcs NPUMEPHO ) NOJIOBUHBL NAYUEHMOB8, OVOYUU NPAKMUYECKU NPOYeccoM
Memacmaszupo8anus uz aum@oysnos. l'ucmonocunecku biA6110MCA ONYXoaesvle V3bl, COCMOoAWUe U3 cmecu
kniemox Puo-lllmepnubepea u peakxmugHvlx Kiemok (303UHOPUNLO8, NAAZMOYUMOS8, HEUMPOPUIbHBIX
JIeUKOYUmMo8, MaKpoghazos), ouazoe HeKkpo3d, UH020a Ka3eo3Ho20, u puoposa.



Ne 146. JIumdoy3ibl OpblKeHKH NIPH 00J1€3HN XOKKHHA.,
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Ne 147. Cesezenka npu 00j1e3HM XOMKKHHA
(«moppupoBas cejie3eHKa).
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KocTtabi mo3r npu OMJI (meperpy:keH 0J1aCTHbIMH KJIETKAMM).
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OJIJI - menHas JuM@aaeHomaTns.
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XJIJI — runepniiazusi nepuaopTaabHbIX JUMPATHUECKUX Y3JI0B




I'vnepniiazusa cejie3eHKHM U
JuM@parndeckux (poJInKyJI0B
kuiedyHuka npu XJIJI.
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MHoOXeCTBeHHAs MHUeJIoOMA.
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MuesioMHAsE 1 HOPMAJILHAA MMOYKA.
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JIumparnueckuii y3zea npu gumpome XomKKHUHA.,
(y3/106as no6epxXHOCHLb).



Knerka Pun - lllTepu0Oepra.
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Jlumdarndeckuii y3esq npu 60J1e3HA XOMKKHHA (cMewmanno-Kiemounasn popma). (Oxpacka I-9).
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JInmpoma bepkurra



OnpeneneHne aHeMUMU:

* 3TO rpynmna pacCcTpouCTB,
XapaKTepu3yoLwmuxcsa
CHUXXeHunem obuiero
Ko/myecTBa remornobuHa,
4YTO NPOABAAETCA B
YMeHbLUEHUM ero
cogepXaHua B eguHULE
ob6bema Kposu. Konnuecrtso
3PUTPOLLUTOB B KPOBMU
yMeHbluaeTtca (ucknroueHume -
acnaeporuyeckue
COCTOAHMUA)




Knaccuodukauma aHemmnin B
COOTBETCTBMU C MEXAaHU3MOM Pa3BUTUA

1. MNMoctremopparnyeckme aHemumu
2. Temonutuyeckue aHemumnm
3. Auncremono3aTuyecKkue aHemum



Mopdonornyeckana knaccudukauma aHeMumn

MukpouuTapHas :
-XenesoaeduuntHble
Tanaccemus

*AHEMUA XPOHNYECKUX
naTosiorum
‘HopmouuTtapHble:
AnnacTuyeckas
*AHEMUNA XPOHNYECKUX
naTosiorum

*OcTpOe n XpoHn4yeckoe
KpoBOTe4YeHue
‘MakpouuTtapHble:
‘[leyeHOYHbIE NaTONOrUN
-deduvunt BuTammHa B12 n
cdonmneBomn KUCNOTLI




[locTremopparnyeckme aHemmnu

* OcmpasA - sbi3biBaeTcA MacCCUBHbBIMM
KPOBOMU3/IMAHUAMM B A3BE XKeNyAKa U ABeHaAuaTh-
NEepPCTHOMN KULIKK, Pa3pbiBOM MaTOUYHbIX Tpyb,
BeTBEW IerOYHOMN apTepun, aHeBPMU3Mbl aOpPTbl.

* B naTtoreHe3se KAIMHUYECKNUX NPOABNEHUIN OCTPOM
KPOBOMNOTEPU OCHOBHYIO pO/ib Urpaet bbicTpoe
CHUXKeHue obwero o6bema nnasmbl KPOBU U
3PUTPOLUTOB, NPUBOAALLEE K OCTPOU NTMNOKCUM.

* XDOHUYEeCKOA - pa3BuBaeTca Npu AAUTENbHbBIX
KPOBOU3NUAHUAX NPU ONYXONAX, PAaCLUMPEHHDbIX
remoppoun-aanbHbIX BEHaX, MaTOYHbIX KpOBOTe-
YeHUAX, A3BaX Xenyaka, remopunuu.

* B naToreHe3e XpOHMYECKOU remopparuyeckomn
aHeMuu raBHYIO POJib UrpaeT yBesimyeHue
pednuunta Kenesa, N0 TMM NPUUMHAM 3TA aHEMMUA
B HacToALlee Bpema OTHOCUTCA K
KenesopePuUUUTHOM.




OcobeHHOCTU reMoNUTUYECKUX
aHeMum

1. [Mpoueccbl remonusa npeobnagator Hag
KpoBeTBOpeHUuem

2. MpexpeBpemeHHOe pa3pyLieHUe 3pUTPOLUTOB

3. HaKonneHue npoayKtoB Katabonnsma remornobumHa -
reHepasnn3oBaHHbIUN remocuaepos, remoanTudecKas
Kentyxa

4. T[loBbileHUA 3pUTPONO033a — rmnepnaasma KOCTHOro
Mmo3ra (CTaHOBUTCA COYHO-KPACHOM), pa3BMBaAlOTCA
3KCTPamMmeaynnapHblie remono3Tuyeckue oyaru



[emonuTuyeckue aHemum - obas
XapaKTepUCTUKA

f[emMmonuTnyYecKkme aHemMmumm
AenATCcA Ha crneayrowume
rpynnbl :

* Bbl3BdHHbI€ BHYTPUCO-

CyAUCTbIM reMoJsiu3om —

| FEeMONUTUYECKME TOKCUHbI, TAXKEnble
OXOrn (TOKCM4eckaa aHeMus),
mManapus, cencuc (MHOEKUMOHHbIE
aHeMun), NoCcTTpaHCdy3NOHHbIE
aHEMUUN, U30MMMYHHbIE aHEMUM
(remonuTnyeckas 6osre3Hb
HOBOPOXXAEHHbIX), ayTOUMMYHHbIE
reMonnMTUYeCKne aHeMuN.




[emonuTuyeckue aHemum - obas
XapaKTepUCTUKA

Bbi3BaHHble BHECOCYyAUCTbIM
remMmosiM3om —

e DputpoumnTonaTuu -
HacnegcTBeHHbIN MUKPOCAEPOLINTO3
N OBanouMTO3 XapaKTepusyrTcs
OeeKkToM CTPYKTYpbl MEMOpPAHDI

| SPUTPOLINTOB.

DepmMmeHTOonaTUnN SPUTPOLINTOB -
HEeJOCTaTOYHOCTb IMHOKO30-6-
doocdaTtaermaporeHasa.
*[emornobnHonaTnu - HapyLeHue
CUHTE3a remMornobunHa,
natonorndyeckmne b, C, D, E.




CepnoBmMAHas KNeTKka 1 HOPMabHbIN
3PUTPOLUT




AHeMum ¢ rmnohyHKLNEen KOCTHOro Mmo3sra

1. XenesogedpununTtHble:
- B pe3ynbTaTte anMMeHTapHoOro geduuura xenesa

- B pe3ylibtaTeé 3K30reHHoro p,ecbwu,ma xKeJlie3a B
CcBA3UN C NOBLIWLWEHHBIMUA I10Tpe6HOCT$IMM OopraHnN3mMa

(toBEHUNbHbLIX XNI0PO03), BO BpeMsA bepeMeHHOCTH,
rpyAHOro BCKapMnuBaHuA

- B pe3yrnbTaTe HeAoCTaTOYHOCTU BCaCbIBaHUA
Xernesa (3HTepUTbl, pe3eKkuumn).



[MpU3HaKM 1 CUMMNTOMbI XKene3oaePpULmnTHOM

ﬂerKa%Hd%Aé‘nl/ﬂ alﬂ

oeccMMNTOMHaA

OrnegHOCTb KOXU U
CITU3UCTbIX O0ONTOUYKH

yCTanoCTb, BAJIOCTD,
HenepeHoCMMOCTb XoJioaa

BO30yAUMOCTb
MEHCTpYyalibHble
HapyLleHus

3aflepXXKa pereHepauum

Taxenasa doopma

Taxukapgusa, nanbnurauum,
oAblliKa, OOMOPOKM.




2. Bbi3BaHHble HapyweHnem cnHTesa [JHK n PHK—
meranobnactHble aHeMUN:
aHemMumn ¢ aedbumMToOM
BUTaMWHa B12 u
donnesomn KUCNoTbl

But. B12 npoHukKaet B opraHusm yepe3 XKKT (BHewHun ¢pakrop),
BCAacbiBaHME B }KeJlyaKe BO3MOXHO TO/IbKO NPU Ha/IM4UUN BHYTPEHHETO
dakTopa Kacna (ractpomyKonpoTtenHa), nponsseaeHHOro
PyHOaNbHbIMK Kenesamu XKenyaka. Ux couetaHue obpasyer
NPOTEOBUTAMUHHbIA KOMMNJIEKC, BCACbIBAIOLWMUUCA B C/INSUCTYIO
060/10UKY XKenyaKa 1 TOHKOM KULWWKK, NOC/1e Yero Aeno3uTupyeTcs B
neyeHwu, rae akTusupyet ¢oamneByro KUCNOTY, UX NPOHUKHOBEHUE B
KOCTHbIA MO3T Bbi3biIBaeT HOPMaJ/ibHbI FTOPMOHa/IbHbIA 3PUTPONO33.



dTnonorua:

1.CHu»KeHUe ceKpeuunn ¢paKTopa B CBA3U C BPOXKAEHHOM
HeAO0CTaTOYHOCTbIO }KeNyAoUHbIX GYHAANbHbIX XKenes.

2. AyTouMMyHHble npoueccbl (3 Buga aHTurten):

- 6BnoKnpyet KombuHauutio BuT. B12 ¢
racTPOMyKonpoTemMHOM

- 6. racTpOMyKONPOTEMH NN KOMMJIEKC
BUT. B12 — racTpoMyKoOnpoTeuH
- 6. pyHpanbHbIE Kene3bl

9TK aHTUTEeNa 0bHapyKuBatoTca B 50-90% cnyyaeB aHeMUm
bupmepa.



3. JHAOreHHble NepHUUUO3HbIe aHeMUU

- paK, 6one3Hb XoAKKNHa, KOPO3UBHbIN racTPUT U gpyrue
naTo/iorMyeckmne Npouecchl B Xenyake

- raCTP3KTOMMUA
- nocne pe3eKuMu TOHKOU KULLKU
- reAbMMUHTHaA - 6oTpuouedanbHan
- Lenmnakus
- HAPKOMaHMUA U TAXe/NbIU aJIKOro/Iu3m
- bepemeHHOCTb

4. JK30reHHble



3. ['Mno u annacTtuyeckme aHemuu

* MAHULUTONEHUA, SPUTPOLUTONEHUA, aTPAHY/IOLLUTO3,
TpombouutoneHus

* B nonosuHe cnydyaes — ugnonatnyecKkume

* JHAOreHHble NPUYUHDbI - CEeMeiHana aniacTuyecKas aHemus
daHKOHUN, annacTuyeckaa aHemua IpAnxXa— NPoOUCXoauT noteps
CNOCOBHOCTU KOCTHOTO MO3ra K pereHepauuu, paspylueHue
aKTUBHOTO KOCTHOro MO3ra U ero 3ameHa XUPHbIM XeNTbim
KOCTHbIM MO3rom.

* JK30reHHble NPUUYUHDbI - 061yueHMe, MMeNOTOKCUYEeCKUe Npenaparhbl

* TaK)Ke pa3BMBaeTCcA NPU 3aMeHe KOCTHOro Mo3ra JIeMKO3HbIMU
KNeTKamMMu, meTacTa3aMmm pakKa (npocTtaTtbl, MOJIOYHOM Kenesbl,
LLLUTOBUAHOM Xenesbl, }KenyaKka) uam npu octeockaepose.
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[TonHOe 3amelleHne KOCTHOro Mo3ra RNPOBO

TKaHbtO Ha3biBaeTca - [laHmnenoPpTns




(A) KeneszonepunumtHan
aHemus; bneaHsble,
OBa/IbHblE 3PUTPOLUTSI.

(B)

[lepHMUMO3HAA aHEMMA C
6onbWMMMN
0edbopMMPOBAHHbIMM

SPUTPOLIUTAMMU.

(C) CepnoBmnaHoOK/IeTOYHanA
aHeMuA.

(D)
AnnacTuyeckas aHemus






- IUMGOUOHbIe Heorsaa3uu. BKAOYAtoT reTeporeHHyo rpynny onyxonen B-, T- n NK-
KN€TOYHOro NPoncxoXaeHusa. Bo mHormx cnyyaax ¢eHoTMn HeonaacTUYeCKNX KNeTok
HanomMmunHaeT GeHOTUN onpeaeneHHbIX CTagnmn anpPepeHUMPOBKN HOPMaNbHbIX
MMMPOLUNTOB — NPU3HAK, UCNOJIb3YyEMbIN ANA ANATHOCTUKM U KNaccuduKaumm aTux
NaToONOTNN.




* MUesIOUOHbIe Heoraa3uu. Bo3HMKAOT U3 PAHHUX TEMOMNO3TUYHECKUX
KAeToK-npeawecrsBeHHUKOB.

BbiaenatoT 3 rpynnbl MUENOUAHbIX HEONAA3UIA:

* 1. OCTPble MNENIONAHDBIE NEMKEMMUMN - KOTAA HAaKOMN/IEHUE He3penblx
MMNENOUAHbIX KNeToK (6nacToB) B KOCTHOM MO3re nogaBasfeT
HOPMa/IbHbIM FrEMONO033;

KocTHbIN MoO3r




2. MyenogucnnacTnyeckme cMHOPOMbI - Korga HeaddEKTUBHbLIN rEeMOMN03a3
NPMBOAMUT K LUTOMEHUU;

3. muenonponudepaTrBHble 3aboneBaHnst - NP KOTOPbIX 0ObIYHO NOBbLILLEHA
NPOAYKLNS KINETOK KPOBM OOHOIO UMW HECKONbKUX TUMOB

—_
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OCTpaFI MnenonaHaA Nenkemums

3TO OMyXOJb, OOpa3yloIascsd HW3 T'E€MOINOAITHYECKOM KJIETKH-
IpEJIICCTBEHHUKA B PpE3yjlbTare IPUOOPETECHHBIX OHKOT'C€HHBIX
MyTalMi, Hapymammux JIuQ@PEepeHIIupOBKY, YTO HOPUBOAUT K
HaKOILJICHUIO B KOCTHOM MO3I€ HE3peJIbIX MUEI00JIaCTOB.

OcCTaHOBKAa pa3BUTHS KJIETOK MHEIOUJIHOM JHWHUHA HPUBOAUT K
HEJOCTAaTOYHOCTHM KOCTHOI'O MO3Tra, CBI3aHHOM C AaHEMHEH,
TPOMOOLIMTONICHUEN U HEMTPOIICHUEH.

OMJI MOXeT BO3HHKHYTH B JIFOOOM BO3pacTe, 4YacToTa €€
b
YBEJIMUYMBAETCS C BO3PACTOM, JOCTUras nmuka mnocie 60 ner.



OCTpaFI MnenonaHaA Nenkemums

Mopdonorusa. [lnarHo3 «octpaa mmenongHaga rnemkeMmms»
OCHOBAH Ha HanMM4nm B KOCTHOM MO3re no meHbluen mepe 20%
MmnenobnacTos.

Konn4yecTBO NENKO3HbIX KNETOK B KPOBU CUNBHO BapbUPYET: OT
< 10 TbIC. KNeTok/MM3 (~ 50% nauymeHToB) oo > 100 ThbIC.
krnetok/Mmm3. NHoraa 6rnacTbl B KPOBWU MOSTHOCTLIO OTCYTCTBYIOT
(aneukemudeckas neukemus). o aTon npnynHe nccnegoBaHue
KOCTHOro Mo3ra MMeeT bornbLiee 3Ha4eHNe U NO3BONSET
NCKIIOYNTb OCTPYIO NIEMKEMUIO Y NALUMEHTOB C NMaHLUUTOMEHNEN.



KOCTHbIN MO3r neperpy»eH 61acTHbIMU KNeTKamu npu
OMJI




KocTHbIin mo3r npu OM/JI
("ManuHoBoe xene")




OMJ1 — runeptpodua aeceH




OcTpas muenongHasi nenkemus

Knuandeckne npru3Haky. boJbIIMHCTBO MAIMEHTOB OOpaIaeTcs 3a
IIOMOIIBI0 B TEYUEHUE HECKOJIILKUX HEAEC/Ib UIIM MECSALIEB ITOCIIE
MOSIBJICHUSI CUMIITOMOB, O0YCJIOBJICHHBIX aHEMHUEH, HEMTPOIICHUEH U
TPOMOOLIMTOIICHUEH.

Haunbonee THINYHBIMYA CUMIITOMAaMHU SIBJISIOTCS ITOBBIIIICHHAS
YTOMIIICEMOCTD, JIMXOPAaAKa U CIIOHTAHHBIC KPOBOTCUYHCHMA N3

CIIN3UCTBIX 000JIOYEK U KOXKM.

DTH CUMIITOMBI OY€Hb CXOJIHBI ¢ HaOarogaembiMu ipu OJLJI.



OcTpas muenongHasi nenkemus

-TpombouuTONEHUSI MPUBOAMUT K NOSIBIIEHUIO reMopparnyecknx sabonesaHuin.
Ob6bI4HO HabnogatoTcs nemexuu (TOYeYHbIE KPOBOUSITUAHUS B KOXY) U
3KXUMO3bI (CNUBLUMECS METEXUMN), reMopparmm B cepo3HbiX 0b6ono4kax,
BbICTMNAaoLLMe NOOCTM Tena n BHYTPEHHNE OpraHbl U KPOBOU3MUAHUA B
CNU3nNcTble 0DONOYKM AECEH U MOYEBOIO TpakKTa.

- YacTo BO3HUKAOT MHMEKLMN, OCODEHHO MOMOCTU pTa, KOXW, NEerknx, No4ekx,
MOY€EBOr0 NMy3bIPSA N TONCTON KULLIKA, HEPEAKO NOSABNAOTCS
OMNMNOPTYHUCTUYECKNE NHDEKLMMN.

- AHEeEmMu4.



MuenonponndpepatmBHble 3aboneBaHms -

XPOHKYECKAAMUEAQUAHAR ACHKEMUS, e rcit

noApocTKoB. NnK 3aboneBaemocTn npmxoantca Ha Bo3pact 40-50 net
* dunapgenbduinckas xpomocoma, T (9:22)
* AHEMUA, INXOpPaKa N KPpOBOTEeYeHUe
* BbipaXeHHbIW nemkoumtos -> 50000

* CnneHomeranus (6-9 Kr), BbiparkeHHas renaTomeranus



XpoHuyeckass MuesioudHasi JielikeMusl

B ma3ke nepudepuyeckon Kposy
NMPUCYTCTBYET MHOTO 3pesbiX HeUTPOMUIOB,
HECKONMbKO METAMMUENOLIUTOB U MUENOLNT




MaccusHaa cnneHomeranma s XM/J1




OpraHomeranua




JIMMOOWAOHbIE HEOTNNA3NW
Onpegenenuns n knaccnduKkaumm

OAHMM M3 HEMPOCTbIX aCMEKTOB, OTHOCALLMXCA K AIMMPOUAHBIM
Heonna3nam, ABASETCA MCMOb30BAHME TEPMUHOB «JIMMPOLMTAPHAA
nenkemmay {IMMOoOLUTAPHbIN NEMNKO3) N «TMMPOMa». TepMUH
«AMMmdoumMTapHan NemKeMmmsa» MCNoNb3ytoT 419 06o3HaYeHun
Heonna3ni, NP KOTOPbIX B NAaTONOMMYEeCKMIM NpoLLeCcC BOB/IEKAOTCA
KOCTHbIN MO3T 1 nepudpepmnyeckas KpoBb (He Bceraa), a IMmPpomon
Ha3bIBAtOT NPOANPEPATUBHOE PACCTPONCTBO C 0bpa3oBaHMEM
OMyXOEBbIX MACC B TKAHAX.



KnaccudmKauma n(vmponaHbix Heonnasnm

Mpe-B-kneTto4yHble Heonmas3uu.
- B-knetoyHas octpaga numdrobnacTtHasa nevkemus/nmmdoma
NMepudgepunyeckme B-KneTtoyHble Heonna3uu.
- XpoHu4yeckaga numdouuntapHaga nemkemms
- B-kneTo4yHaga nponumdountapHasa nenkemms
- llnmdponnasmouuntapHasa numdoma
JIlnmdoma n3 KneTok MapruHanbHOM 30HbI
- Jlnmdooma 13 KrneTok MaprmHanbHOW 30HbI Cerie3eHkn 1 NnMmMgoys3nos
- QKCTpaHoganbHas numdoma 13 KNeTok MaprmHanbHOM 30HbI
- Jlnmdpoma n3 KrneTok MaHTUUHON 30HbI
- QonnukynsapHas numdoma
- BonocaTtokneTo4yHbIn Nenkos
- MHOXecTBeHHada muenoma/conutapHas nrnasmoumToma
- AndppysHasa B-kpynHokneTo4dHas numdoma
- llnmdpoma bepkntrta



Knaccudumkauma n(vmponaHbix Heonnasmm

MNMpe-T-KNeTo4yHbIe HeoNNasumn

- T-kneto4Has ocTpas numdobnacTHas nenkemma/numdoma
NMepudgepudeckme T-knetouyHble n NK-KneTto4yHble Heonnasnum
- T-kneToyHas nponumMmdounTapHas rnenkemus

- KpynHokneToyHas rpaHynapHas numdountapHas fiemkemmsa
- NpnboBuaHbIN MUKO3/cuHapom Cesapu

- Nepundbepunyeckas T-knetoyHada numgoma

- AHannacTtn4yeckas KpynHokrneTodHas numdooma

- AHrmonmmyHobnactHas T-kneTodHas numdoma

- T-kneTo4Has nmmdoma, accoummpoBaHHaa ¢ SHTeponaTnen
- NMaHHuKyNuTONogobHasa T-knetovHasa numdoma

- T-kneTo4yHast nenkemusa/nNMmooma B3poCrbIX

- 9kcTpaHoaanbHas T/NK-knetouHas numdoma

- NK-kneto4Hasa nevkemus

Jlumdoma XoaxXKnHa



[1pe-B- n npe-T-KneTo4yHble Heonaasnu
OcTpas AMmpobacTHas NeMKeEMUS

OJ1J1 — Hanbonee yacTtasa 3noKayecTBeHHas ONyxorb y AeTemn.
3aboneBaHue Yallye BCTpe4aeTcsl y Manb4MKOB.

Nuk 3aboneBaemMocTn NPUXOAUTCA Ha 3-NE€THUN BO3PACT, BO3MOXHO
NOTOMY, YTO KONIM4eCTBO npe-B-kneTok B HOpManbHOM KOCTHOM MO3re
Oonblue BCero UMeHHO B 3TOM Bo3pacTe.

lNuk 3aboneBaemoctun T-OJ1J1 HabnogaeTca B noapoOCTKOBOM Bo3pacTe,
Korga TMUMyC OOCTUraeT MakCMmaribHOro pasmepa.

B-OJ1J1 n T-OJ1J1 y B3pOCnbIX perucTpupyroT pexe.



[1pe-B- n npe-T-KneTo4yHble Heonaa3snu
OcTpas AMmpobacTHas NeMKeEMUS

Mopdonorus. pn nenkemMmm KOCTHbIN MO3r
OTNIMYAETCA NMMEPKIETOYHOCTbIO U 0bUNnem
nMmdobnacToB, NIOTHLIE CKOMIIEHUS KOTOPbIX
3amMeLllaroT HopMarnbHble 3NeMeHTbl KOCTHOro Mo3ra.
MeawnacTtuHanbHblE OMyXOJSiEBLIE MaCChl B TUMYCE
BcTpeyatotrcda B 50-70% cnydaes T-OJ1J1. B aton
cuTyauumn bonee BepodTHa CBA3b C
nmmdpageHonaTtuen n cnneHomeranmen.



[1pe-B- n npe-T-KneTo4yHble Heonaa3snu
Octpas inmeobnacTHas nemkemusa/ammpoma

Bcnencrteme HeoaAMHAKOBOWU peaKkunm onyxoneu Ha
xumnotepanuto OJ1J1 HeobxognMmo oTnmyaTtb OT
ocTpoun muenoungHon nenkemum (OMJ1) —
Heonasnmn, COCTOSILLEN N3 HE3PENbIX MUENOUAHbIX
KIETOK, HO KOTOpasi MOXET MMETb MOEHTUYHbIE
NPU3HAKNU U CUMNTOMbI. 10 cpaBHEHMUIO C
Muernobnacramu, numdobnactel UMeEKOT boree
KOHOEHCUPOBaAHHbLIUN SOepPHbIU XPOMAaTUH, MEHEE
3aMeTHble AAPbILLKA U MEHbLLEE KONMMYECTBO
LMTONNa3Mbl, B KOTOPOU OObIYHO OTCYTCTBYIOT
rpaHynbl.



[1pe-B- n npe-T-KneTo4yHble Heonaa3snu
Octpas inmeobnacTHas nemkemusa/ammpoma

KnnHundeckue npusHaku. Xota OJ1J1 n OMJI
reHeETUYECKU N UMMYHOMEHOTUNMNYECKN
Pa3nMYarTCH, KIMMHUYECKN OHM OYEHb CXOAHbI. B
oboux criydyasix HakornsieHne HeonnacTUYeCKnX
6rnacTtoB B KOCTHOM MO3re nogasrnseT HopMarsibHbIn
reMonoa3s B pe3ynkrate oM3n4YecKoro caaBneHud,
KOHKYPEHUMKN 3a (pakTopbl pocTa U Apyrux
Marion3y4eHHbIX MEXaHN3MOB.



[1pe-B- n npe-T-KneTo4yHble Heonaa3snu
Octpas inmeobnacTHas nemkemusa/ammpoma

O6wume nposierneHnst n npusHaku OJ1J1 n OMIJI:
- pe3Koe, 6ypHoe Ha4dal10 C NnodaBJieHNeEM MnepBbiX CMMINTOMOB B
Te4YeHne HEeCKOJIbKNX ,El,HeI7I UJin Hederslb,

- CUMMTOMbI, CBA3aHHbIE C YrHETEHNEM PYHKLMN KOCTHOIO
MO3ra, BKItovasi yTOMSIAeMOCTb, OOYCIOBNEHHYIO aHEMUEN;
nuxopaaka, Bbi3aBaHHaA UHeKUMeN BCrneacTeme
HEUTPOMNEHUN; KPOBOTOUYMBOCTbL BCINEACTBUE
TpomMbounToneHuu;



[1pe-B- n npe-T-KneTo4yHble Heonaa3snu
Octpas inmeobnacTHas nemkemusa/ammpoma

Obuwme nposasneHnsa n npusHakm OJ1/1 u OMJI:

- nposaBneHna, obycnoBsieHHble POCTOM OMYXO0/n U
HeonaacTM4Yeckon MHPuabTpaumen (Yawe HabaoaarTca Npm
OJ11), BKNtoyaa 60/1b B KOCTAX BCAE€ACTBUE IKCMAHCUMN KOCTHOTO
MO3ra U MHPUAbTPALUN NOAHAAKOCTHUYHOIO NPOCTPAHCTBA;

- reHepanm3oBaHHaa AMMPaaeHoNaTMA, CNeHOMEraauna u
renaTomeranna; yBeam4yeHne TeCTUKYN; OCNOXKHEHMUSA, CBA3AHHbIE
CO CAABAMBAHUEM KPYMHbIX COCYA0B U AbIXaTe/IbHbIX MYTEN B
cpepocteHumn (npu T-ON1N1);

O npoABNeHMA CO CTOPOHDbI LEHTPANIbHOWU HEPBHOM CUCTEMDI,

Hanpumep rosoBHasA 60ab, PBOTA M Nape3bl, BO3HMKatOLIME B

pe3ynbrate PacnpocTpaHeHus npouecca Ha 060/104YKN TONOBHOTO

mo3ra (3Tn npoasneHmna bonee xapaktepHbl ana OJ1/1)



[1pe-B- n npe-T-KneTo4yHble Heonaa3snu
Octpas inmeobnacTHas nemkemusa/ammpoma

|_|pOFHO3. Tepanua OJlJ1y npeten Hanbonee ycnewHa. lNpu
«arpeccuBHOM» XMMnoTepanuu nornHas PeMmMcCcns OTMEYaETCA B =
95% cny4vaes, a nsneyeHne — B 75-85%. OgHako, HECMOTPS Ha 3TK
noctmxeHus, OJ1J1 octaeTcsd OCHOBHOW NPUYNHON CMEPTU OT
3riokadecTBeHHbIX onyxonen cpean aeten. OJ1J1 y B3pocrbix
yaaeTcs BblfievynTb b B 35-40% cny4vaes

C nnoxmm nporHo3oM accounnpyroTcs cneayrowme akTopbl.

(1) Bo3pacT oo 2 nert (B 3Ha4YnTENLHOU cTenenmn us-3a ceqasm OJ1J1y
OeTeun ¢ TpaHcrokaunen reHa MLL);

(2) maHUecTaumsa B NOAPOCTKOBOM MU B3POCIIOM BO3pacTe,

(3) konu4yecTBO ONacToB B nepudepunyeckon kposu cebiwe 100
TbIC., YTO, BEPOATHO, OTpaXkaeT ONyXxoneBy aKTUBHOCTb;

(4) Hann4yne ocobbIX XPOMOCOMHbLIX abeppaunin, B HaCTHOCTU
TpaHcnokauun t(9;22) (dbunagensdunckon dounnagenbpunckoun
XPOMOCOMbI), KoTopas npucyTtcTeyeT nuib Y 3% geten ¢ OJ1J1,
OLHaKO y B3pOcCSiblX YacToTa gocturaet 25%.



KocTHbIM mo3r ... 8 OJ1/1 ...90+%
bnacTbl
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KocTHbi mo3r - OJ1/1
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[Tepudpepunyeckmne B-kneToyHble Heonnasmm
XpoHMYecKan TMmdoLmTapHaa Nemkemmsn

Y 6onblUMHCTBA NauymMeHToB NMMAOLMNTO3
COOTBETCTBYET ANArHOCTUYECKOMY KPUTEPUIO
XpoHu4veckoun numdooumnTtapHoun nemkemmmn (XJJ1)
(abcontoTHoe konnyvecTBo numdountos > 4000
knetok). B sanagHom mupe XJ1J1 asnsaetcs
Hanbonee YyacTon rnemkeMmmen cpeam B3pocrbiX.



[Tepudpepunyeckmne B-kneToyHble Heonnasmm
XpoHMYecKan TMmdoLmTapHaa Nemkemmsn

Mopdonorua. Jinmdoysnsl Anddy3HO 3anoSIHEHb
NHPUNLTPATOM, COCTOALLMM NPENMYLLLIECTBEHHO U3 ManbIX
NnMMdounTOoB, C KPYrbIMKU UMK crnerka HenpasuinbHOW oopMbI
agpamMu, KOHOEHCUPOBAHHLIM A4ePHbIM XPOMaTUHOM U
CKyQHOW uuTonnasmoun. Takke nNpucyTCcTBYET pa3Hoe
KONMYEeCTBO NPONIMM@POLMNTOB (KPYMHBLIX KITETOK C XOPOLLO
3aMeTHbIM OAUMHOYHbIM, LlEHTPasribHO PAacnOSIOXXEHHbIM S4POM).
OHM yacTo 0bpasyloT pbiXrble arperaTbl, Ha3bIBaeMble
LeHTpamMu nponudepaumnm, KoTopble coaepxat MUTOTUYECKN
aKTUBHbIE KINEeTKN. Hanun4yne ueHTpoB nponudpepauunm CrnyxuT
NaTOrHOMOHWYHbIM Npu3Hakom XJ1J1.



[epudpepunyeckme B-kneTo4Hblie Heonnasnm
XpoHMYecKkasa MMMOPOUMTAPHAA NeNKEMUSA

(A)[Mpu manom yBenuyeHnn BUOHO oMdpdysHoe paspyLLeHne CTPYKTypbl numdoyana.
(B) Mpwn 6onbLOM yBENNYEHUM BUOHO, YTO BOMBLUMHCTBO OMyXOMeBbIX KNETOK
npencTaBnaoT cobon okpyrnble marnble IMMAOLUNTDI.

Takke NpuUcyTCTBYET NPONMMMPOLNT — KPYNHas KIeTka C LeHTparnbHO
pacnosioXeHHbIM A4POM (CTpenka).



[Tepudpepunyeckmne B-kneToyHble Heonnasmm
XpoHMYecKan TMmdoLmTapHaa Nemkemmsn

KnuHnyeckne npusHaku. Ko BpeMeHn NocTaHOBKM AMarHosa
3abosrieBaHMe YacTo KIMHUYECKN HUKaK He MposBIideTCs.
[lepBble NposABNEHNA HecrneunguyHbl: bbicTpas
YyTOMIAEMOCTb, NOTEPSA anneTuTa, CHMXKeHNUe Macchl Tena.

[ eHepanuaoBaHHasa numdageHonaTtma u
renartocnneHomeranusa obHapyxusatotcd y 50-60% nauymeHTOB
C cumMnTOMamu

TeyeHune n nporHo3 3aborieBaHUs KpanHe BapuabernbHbl 1 3aBUCAT
rmaBHbIM 0Opa3oM OT KnnHun4eckom ctaaun. Obuasa megnaHa
BbI>)KMBAEMOCTU cocTaBngaeT 4-6 net



XIJ1 - dugpgpy3sHoe
3amMeujeHue
KpoeemeopHoOU mKaHU
JIeUKO3HbIMU KJ1lemKaMu
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ITnmdaTnyeckue ysnoi B XJ1J1



m | 2 f\l
Il ||ll 1 HIHI )

Cene3eHka B XJ1J1




JTInMPOMbl

3/10Ka4YecTBEHHOE HOBOOHPA30BaHME, XapaKTepu3ayolleeca
nponndepaumen nMmdoumToB B IMMEPATUYECKUX Y31aX

* Inumdpombl XOOKKNMHA N HEXOAMKKMHCKNE TMMPOMbI MOXKHO
anddepeHUMpoBaTh C MOMOLLbIO Broncmu ninmdaTmyeckoro y3na.



Hexooxckunckasa a1umgpoma

yaule HeCKOJbKO IPyIin
Iepudepuueckuu

00BIYHO MOPAKAIOTCH

XapaKTepHbI
IKCTPAHOAAJIbHbIE MOPaKEHHS




Yauwie BcTpeyaeTcqa y monoabix ~ 30 ner,
KNMMHUYECKU - NUXopagka u MHTOKCUKaLUUA.

Bo Bcex cny4yasix nepBMYHO napaxaroTrca nly -
LUEeNMHbIW, HAOAKNMYUYHBIWU, NOAMbILLEYHbIN,
CpepnocteHus, a no3xe - cene3eHka (65-80%),
neyeHb, KOCTHbIN MO3T.



KnnHunko-aHaToMmmnyeckue popMbl:

- — oAHa rpynna
nly ;

- — HEeCKOInbKO
rpynn n/y n cene3eHka.

Jl/ly npununaloT gpyr K apyry, oopasys
NnakeTbl, KOHINOMepaThbl.

Cene3eHKa yBenun4yeHa Ao 1 Kr, nectpbiu BUO—
n3-3a accouvauumm

ovyaroB nponudepauum onyxonu,

BOCManeHus, Ka3eo3HOro HeKpo3a un CKrepoa3a.



JlIumdpoma XoaKKMHaA

KnnHuko-mopoonornyeckas
Knaccnpumkauuma

* HoayNAPHbIN cknepos (60 - 80 %)

XapaKTepusyeTca OTHOCUTE/IbHO A0O6POKAYeCTBEHHOM 3BOMOLMEN, NEPBOHAYAbHbIN
NpOoLLEecc I0KannlyeTca B cpeaocTeHnn. MMKpPOCKONMYECKU XapaKTepPHO npoandepaums
dnbpPO3HOM TKAHU, KOTOPAA OrPaHNUYMBAET KNETOUYHbIE CKOMJIEHUS , BK/IKOYaA KneTku P-
C,TpomboumnTbl NMMGOLIUTOB N APYIUE KNETKW.
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HOAYNAPHBIN CKIIEPO3

Jinmcpoma XoaXKMHa,



="O06oraweHHana numooumntammn”
(BapuaHT numdongHoro
npeobnagaHusn) - (5 %)

XapakTepHa anst paHHen dasbl 3aboneBaHusa m
ONA ee nokanmaoBaHHbIX OopM cooTBeTcTBYET |-
ctagmn. MUKpOCKOMNMUYECKMN 3aMETHA TOSbKO
nponudepauna 3penbix MMMAPOOLNTOB U
TMCTUOLMTOB, YTO MPUBOAUT K pa3MbIBaHUIO
pucyHka n/y. lNpun asontounm 3abanmsaHus
BapuaHT numcpounagHoro npeobnapaHus

nepexoauT B CMeLLIaHHO-KneTo4yHas dopmMy



= CMeluaHHO-KneTo4vHasa ¢popma (15 - 30 %)

OTpaXaeT reHepannsauuto npouecca u
cootBeTtcTByeT lI-lll ctaguam 3aboneBaHus.
Munkpockonnyeckne BbIABNAKTCS;
nponuadepauna nMMdongHbIX 31EMEHTOB C
Pa3NMMYHON CTENEHBLIO 3PENOCTU;
Krnaccuyeckme u nakyHapHble knetku P-C,
arnomepaumm nMmdoumnToB, 303MHOPUIOB,
nnasmaTUYeCcKnx KNeToK; odarn Hekposa u
donbpo3sa



CMmelwnaHHoO-kneTo4yHan popma
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JlInmdpoma XomKKMHa



JTInMmdpoma XOAKKMHA
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Knetka CtepHbepr-Pnaa
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Knetka CtepHbepr-Puaa.



* llumdpountapHoe ucroweHue (sub 1 %)

[TpoucxoanTt B HEDNAronpuaTHOM 3BONKOLINK
3aboneBaHusa, oTpaXxaeT reHepanmaauuto
bonesHn XookknHa. NHoraoa HabnoaaeTtcs
Ondy3Haa nponudepaumsa coeguHUTENbHOM
TKaHW, cpeagmn pubpunnapHbIX CTPYKTYP
BCTPeYalTCAa aTUMNUYHbIE KNETKU, B APYrmnx
cnyydaax numaounaHas TKaHb 3aMelleHa
aTUNUYHLIMW KNeTKaMn, NPenMyLLeCTBEHHO
knetkamm X n PC ; cknepos oTCyTCTBYET.
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XoaXXKnHa
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INumdpaTnyeckum ysen npu numdpome
XooXKUHa
(y3enkoBasi NOBEPXHOCTb)







a) y3noBoOWu;
b) andpPy3HbIN.

[lo cTeneHu 3r10Ka4eCTBEHHOCTM .

a) C HU3KOU 351I0Ka4eCTBEHHOCTbIO
(nponudepauuna numopoumnToB),

D) C BbICOKOU 3/110KQ4€CTBEHHOCTbLIO
(nponudepauna numdogobnacToB ).

65% - nopaxeHunsa nuMdgoy3nos,

35% - aKcTpaHopganbHble NopaXeHus
(>Kenypo4YHO-KMLLIEeYHbIU TPAaKT, NeYeHb, Nerkue,
rMoTKa).



OnyxoneBbin Npouecc HaYMHaeTCcs B Pa3HbIX
30Hax numdoysna, HanpumMmep:
donnukynapHaa numdoma - B 30Hax B,
numdounuTapHasa — B KpaeBbIX U
MeOynnApPHbIX 30HaX,

numdgobnacTHasa- B napakopTUKaribHbIX
30Hax.

65% wn3 B-numdounTtos,

15% n3 T-numdcoumnToB.

Hanbonee pacnpoctpaHeHHOU chopmMmon
numdombl HI1 aBnsaetTca donnukynapHas
nnmdcpoma



| - NMopaxeHue ogHoOU rpynnbl NIMM@OY3S0oB B
OQHOU 30HEe ;

Il - MopaxeHue 2 NN HECKONbLKO rpynn
numdoy3nos, HO Ha TOU XXe CTOPOHe
Anadparmbl;

Il — NMopaxeHne 2 NN HeCKONbLKO rpynn
numdoy3nos no obe CTopoHbl aunadparmsoil,

IV — MHOXeCTBeHHbIe 3KCTpaHoAaNbHbIe
oyaru .



HexoaxknHckas numcgpoma (M3 B-numcpouuntoB)



HexopoxkuHckaa numdoma
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ITnmdoyanbl npu
HOAYNAPHOU
nnmdpome




B-numdoma
(uneouekanbHas
30HA)
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OcnoxHeHus - UH(peKLUOHHbIe 3aboneBaHus,

npu B-KneTo4yHbiX nuMmdomax -
OakTepuarnbHble MHdEeKLUm,

npu T-KNeTo4YHbIX nuMmdomax - BUpPyCHbIe,
MUKoOOaKTepuaribHble U MUKOTUYECKMNe
MHPEeKUnU.



Mopdonorma MHOMXKeCTBEHHON MUENOMbI

* octeonuns - yepen

* TUCTONIOTNYECKHU - AnddPy3Haa MHPUAbTPALUA ONYXOJ/1IEBbIMU
KNeTKamu

* MNOYKU - MUENOMHDbIN He¢po3 - OnyxoJiesble KJ/1IETKMU.



Tumor masses usually appear first within the marrow and continue to show a
strong and destructive path for marrow during the dissemination, causing
devastating bone disorders.




MHoOXecTBeHHaa muenoma



NMnasmoumntToma

(UMMyHO2UCMOXUMUYecKas
peakuyus
ans neakux uenei IgG)

[Mna3smouuToMa
(onyxoneBble KIETKU
nnasmaTn4eckoro
NpouCxoXxaeHusa)
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MuenomaTto3Hada n HopmMmaribHasi No4Ka
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6esnikosble YUNTUHOPLI 8 npoceeme

KaHaJibuees

MuenomaTto3Hasa Nouka,



JKCTpamenynnapHaa mmerioma
(uneoueKanbHbLIN Yrosn U Ne4YeHb)




Munenoma — KOCTHbIV MO3T
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