CoBpeMeHHbIe ITpeACTaBACHNIS O
reMa0aacTo3ax

AabopaTopHas AMUArHOCTUKA A€UKO3O0B



B remaronorun CymiecTByeT MOHSATHE O TIeMO0IacTo3ax -

OITYXOJISAX, UCXOMSIIMX U3 KPOBETBOPHOU TKAHU.

['eM001aCcTO3bI BKIIFOYAKOT JIEUKO3bI ¥ T€MATOCAPKOMBI.

JIeliko3bl - 3TO reMOo0JacTO3bl C MEPBUYHBIM OMYXOJEBBIM
ITOpAKEHUEM KOCTHOT'O MO3Ta.

['emarocapkoMbl - (OpMBI € NEPBUYHBIM  MECTHBIM
OITYXOJIEBBIM POCTOM, BHE€ KOCTHOI'O MO3ra, 3TO COJUIHBIE
OMyXOJIM, COCTOSIIIIME K3 OJACTHBIX KJIETOK KPOBETBOPHOMU
TKaHU.



ArpaHyJIOMTO3 — KJIMHUKO-TEMATOJIOTMYECKUN CUHJIPOM, B OCHOBE KOTOPOTO JIEKHUT
pPE3KOE€ YMEHBIICHHE WM OTCYTCTBUE HEUTPO(WIBHBIX T'PaHYJOLUUTOB CPEIU
KJIETOUYHBIX AJIEMEHTOB MepudepruyecKoi KpoBH.

ATpaHyJOIMTO3 COMPOBOXKAACTCA Pa3BUTUEM HH(OEKIMOHHBIX MPOIECCOB, AHTHUHBI,
SA3BEHHOI0 CTOMATUTA, THEBMOHUU, TEMOPPAru4YEeCKUX MPOsABICHUU. M3 OCIOKHEHUN
YacThl CETNICUC, TEeNaTUT, MEIUACTUHUT, IEPUTOHHUT.

IIepBocTeneHHOE 3HAYEHUE IS JUATHOCTUKU arpa”yJioUTO3a UMEET UCCIIENOBAHUE
FEMOTPAMMBI, [IZHKTATA KN L nohuIEHBIX AHTUTEL.




ATrpaHyJI0LHUTO3 — U3BMECHECHHUE KapTHUHBI
nepu@epruyecKor KpoBH, pa3BUBAIOIICECS IIPH PSJIC
CaMOCTOSITEILHBIX 3200 IEBAHNI 1
XapaKTEPU3YIOLIEECsl CHUKEHUEM KOJIMYECTBA WU
HMCUYE€3HOBCHUEM I'PAHYIOILMTOB.

B remarosiornm non
arpaHyJIOLMTO30M
[IOJIPa3yMEBACTCS YMECHBIIICHHUE
KOJINYECTBA I'PAHYIOLUMTOB B KPOBU
menee 0,75x10°/n1 wim o61mero
gucia JeHKonuToB ke 1x10°/.



Knaccudukanms arpaHyiaonuTo30B

B niepByro ouepenn, arpanyJIouUTO3bI HOAPA3ACIAOTCS HA
BpPOXKJICHHbIC 1 IpuoOpeTeHHbIe. [locnequne MOryT sSIBISThCS
CAMOCTOSITEJIbHBIM ITATOJIOTMYECKUM COCTOSTHUEM WJIM OJTHUM M3
MIPOSIBJICHUM IPYyTOTO0 CUHAPOMA.

ITo BeaylieMy NaTOreHeTUYECKOMY (DAaKTOPY pa3IMnyaroT
* MHUEJIOTOKCUYECKUN, UMMYHHBIN IalITEHOBBIU U
° AQYyTOMMMYHHbBIH arpaHyJIonuUTO3

* WAUOIIATHYECKYI0 (FeHYHHHYI0) (OpMYy C HEYCTAaHOBJICHHOM
STUOJIOTUEN.



IIo 0COOEHHOCTSIM KIIMHMYECKOI0 TeueHUs AU dEpeHIIUPYIOT
OCTPBIE U PELUIMBUPYIOIINE (XPOHUYECKUE) arpaHyJIOLUTO3HI.

TskecTh TEUEHMS arpaHyJIOUTO3a 3aBUCUT OT KOJIMYECTBA
I'PaHYJIOLIMTOB B KPOBU U MOXKET OBITh:

e Jlerkoii (mpu ypoBHe rpanynonuros 1,0-0,5x10%/mn),

e cpenHeii (mpu ypoBHe MeHee 0,5x10°/11) nnu

* TspKEJION (IIPH MOJIHOM OTCYTCTBUM I'PaHYJIOIUTOB B KPOBH).






* TepMHAH «MHUEIIOIUCIIIIACTUYECKUE CHHIPOMBI
00BbEIMHSAET IPYHITY IIPOTPECCUPYIONIUX,
HEOOPaTUMBIX OITYXOJIEBBIX 3a00JICBAHUI
CTBOJIOBOU KPOBETBOPHOM KJIETKHU,
XapaKTEPU3YIOIIHUXCS JIUTEIBHO
CYIIECTBYIOIIUMHM IUTOIICHUSIMH KPOBH ITPH
TUTIEP- WM HOPMOKJIETOYHOM KOCTHOM MO3TE,
Ka4€CTBCHHBIMM (JIMCILJIACTUYECCKUMHU )
M3MCHCHUSIMH BCEX MUCIOUIHBIX POCTKOB,
IpEapPacnoI0KeHHOCThIO K TpaHC(OpMAallUK B
OCTPBIA HEJIMM(POOIACTHBIN JICHKO3.



Knaccudukanyss MUEIIOIUCIIIIACTUHYECCKUX
CHUHJIPOMOB:

* e« Pe(pakrepHas HUTONECHUS C OJHOJIMHEUHOW AUCIUIA3UEN.
* e« PedpakTepHas aHEMHUS C KOJBIEBUIHBIMU CUACPOOIACTAMU.

* e+ PedpakrepHas HUTONCHUS C MYJIBTUIMHEMHOW QUCTUIIA3UEN.

* e« PedpakrepHas aHeMusi ¢ U30BITKOM OJIaCTOB.
* « MueaoaucIiIacTUUECKUM CUHIPOM C M30IMpoBaHHON nenenuei del(5q).
* e« Heknaccuduuupyemblii MUEITOAUCIIIACTUYECKUI CUHIPOM.

e « MuenoaucniacTU4eCKUe CUHAPOMBI Y JIETEH.



* JIEHKO3 - 3TO CHUCTEMHOE 3a00JICBaHUE KPOBETBOPHOU
TKaHU, BO3HMKAIOILEE U3 KPOBETBOPHBLIX KIIETOK U
00s13aTENILHO IIOpaXKaroIIee KOCTHBIM MO3T.

* B Hacrosiee BpeMs OIMyXoJieBas NpUpPO/ia JEMKO30B HE BbI3HIBAECT
COMHEHHUSA, W s OOJIBIIMHCTBA JIEHKO30B YCTAaHOBJICHA HX
KJIOHOBasi TPUPOJA. BBIABIEHO, 4YTO BCE OIYXOJEBBIC KIETKU
IPEACTaBISIIOT CcO00Ml  KJIOH, TO-€CTh  MOTOMCTBO  OJHOM
U3MEHEHHOW KJIETKM, KOTOPOE€ 3aTre€éM pPacIpOCTPaHUIIOCh W
METACTa3UuPOBAJIO TI0 BCEHM KPOBETBOPHOU cucteme. McTouHnkoM
OMYXOJIEBOTO POCTA SIBIACTCS OJMXKAWIIEEe MNOTOMCTBO ( KJIOH )
POIOHAYATLHOM - CTBOJIOBOM KJIETKH KpOBETBOpeHUs. CIOCOOHOCTH
K METACTa3UPOBAHUIO ONPEACIIIET CUCTEMHBIA XapaKTep IpoIecca,
IIPUYEM OCHOBHBIM MECTOM PACIPOCTPAHCHHUS ITHUX OITYXOJBBIX
KJIETOK SIBISETCA KOCTHBIM MO3T BCJIEACTBUE YETO BBITECHSIOTCS
KJIETKW HOPMAJILHOTO KPOBETBOPECHHUS.



* DTHOJOTUA JIENKO30B OCTAETCS HEBBIICHEHHOM.

* Kak numet A.M1.BopoOnéB

* : "[lonBITKM HAWTHU KAKYO-TO OJIHY NPUUYUHY WU TPYIIITY
OJTHOTHUITHBIX IMPUYHH OITYXO0JICH YEJIOBEKA MO CBOEH OCTHOCTH

MOTYT KOHKYPHUPOBATh Pa3BE UTO C MOMCKAMU ATIAHTUIbI' .
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e .. B 1964 rony B KomOpumke Obula co3gaHa KOMHCCHS 1O BBIpaOOTKe OOIIeH Kiaccu(puKaiuu
OCTporo Jieiko3a. B e€ ocHoBy Oblia monoxeHa Mopdooruyeckas xapakrepuctika. B Hacrosiiee
BpeMs B OCHOBY KJacCH(HKAIMA OCTPOTO JieHKO3a IMOJOKEHA ITUTOXHMHUYECKAsT XapaKTEPHUCTHKA.
Octppiii  neliko3 u3 Mopdonornyeckn HeauPpGepeHIMOPOBAHHBIX KJIETOK MEPBBIX 3 KJIACCOB
Ha3bIBAIOT HeU(PhHEePEHIIMPYEMBIM OCTPHIM JICUKO30M.

Ecnu omyxoJib BOBHUKAET M3 KJIETOK 4 KJlacca, TO €ro Ha3bIBalOT M0 0003HAYEHUIO KJIETKH 4 KJacca :
*  MHEIOO0JIACTHBIN,

*  MHEJIIOMOHOOJIACTHBIM,

*  MOHOOIACTHBIM,

*  [POMUEIIOLUTAPHBIN,

*  BPUTPOMHUEIIO3

*  MeErakapuoOJIaCTHBIM,

*  nuM(dOOIaCTHBIN,

*  mIa3MOOJIaCTHBIH,

*  HenuddepeHINPYEMBIN OCTPBIN JIEHKO3.



JInarHocTyka OCTporo JenKo3a

OcTpblil JIEHKO3 - 3JIOKAUECTBEHHAs OMYyXOJb KPOBETBOPHOW TKaHH,
MOpP(}OJIOrHYEeCKUM cyocTparom KOTOPOW SBJISIFOTCS
TpaHC(HOPMHUPOBAHHBIE OJIaCTHBIE KJIETKH, COOTBETCTBYIOIIHNE
pOJOHAYAIbHBIM 3JIEMEHTAM OJIHOTO M3 POCTKOB KPOBETBOPCHHUSI.
[TocTaHOBKa JWarHo3a OCTPOro JieKo3a MOXKET OBITh TOJIBKO
Mopdoaorudeckoil. C 3TOH 1EIbI0 TPOU3BOAUTCS CTEPHAJIbHAS MyHKITUS,
W JIVIIb PE3KO IMOBBIMICHHBIA MPOLEHT KJIETOK MEPBBIX 3 KIIACCOB WJIA
KJIETOK 4 Kjacca MO3BOJIIET MOCTaBUTh JMArHo3 OCTPOTro Jieko3a.
OOBIYHO, MPOILIEHT KJIETOK IEepPBBIX 4 KJIACCOB MPH OCTPOM JICHKO3€
COCTaBJIIET HECKOJIBKO AECATKOB MPOIEHTOB, HHOrAA 3TOT MPOILECHT
paBHsercsa 10-20%, 3To ManomnpoieHTHas gopMa oCcTporo Jiekko3a. Eciu
OPOLEHT OJIACTHBIX KJIETOK HMXXE OJTUX LUDp, MOXHO CJIeJaTh
TPEeNaHOOMOIICUIO - MCCJIEIOBAHUE KOCTHOIO MO3Ta, B3ATOrO W3 KphbLia
NOAB3AOIIHOM KOCTH. IIpu TpernmanoOuoncun oOHapyKUBAKOT CKOTIJIICHUS
MOJIOJIBIX KJIETOK B 3HAYWUTEJIBLHOM KOJHW4YeCTBE. Eciii M B 3TOM cilyyae
JIMarHO3 COMHUTEJIEH, TO CJIEAYET MOBTOPUTH aHaIu3 yepe3 3-4 Henelnu.



» KapruHa nepudepuyueckoii KpoBU NP OCTPOM MOHOOJIACTHOM
JIEUKO3¢E
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* B nepudeprudeckoil KpoBU MPU OCTPOM JIEHKO3€ UMEET MECTO
pa3phiB, MPOBAJI MEXKIY OJACTHBIMM KJIETKAMH WU 3PEIbIMHU
3JIEMEHTAMU C OTCYTCTBUEM B MHUEJIOTPAMME IIPOMUEIIOIIMTOB

1 MHEJIOIMTOB, TaK Ha3bIBaeMbIN hiatus leucemicus.




Craaum ocTporo Aemko3sa

HavyaJibHas cTagus (c1adoCTh,IIOTIUBIICTD)
pPa3BEPHYTHIN IepHO ( IepBas aTaka, PELUIUB ),
pemuccus ( HoJaHask WM YacTU4Has ),

BBI3JIOPOBJICHUE,
pEeLHUAMB OCTPOIO JICHKO3a ( ¢ YKa3aHUEM KaKOH MO CUETY )

TCPMHUHAJIbHAA CTAAUA.



JlnarHo3 MOKET OBITh ITOCTABJICH IIPU CIyYallHOM aHaJIu3e
KPOBH WM B (pa3e pasrapa 3a00JICBaHUA.

IIpn pa3BEPHYTON KIMHHUYECKONM CHMITOMATHUKE y OOJIbHBIX
HaOJIFOaeTCs BBICOKAsI TEMIIEpATypa, 03HOOHI,
TOJIOBOKPYKCHHUS, OOJIM B KOCTSIX, CyCTaBaX, aHOPEKCHS,
KPOBOTOUYUBOCTH JECEH.

Y 55-70% mun B geOrore 3a00J€BaHUS HMMEET MECTO
FEMOPpPArudyeCKUi CHUHJAPOM C KPOBOTCUCHHUSIMH JIFOOOM
JOKaJIW3allMi M TOSBICHUEM TIeMOpparuii Ha KOXKE, 4TO
CBSI3aHO C TPOMOOIIUTONCHUEH.

[Ipy yrHeTeHur TPaHYIOIUTAPHOTO POCTKA OTMEYAECTCS
A3BEHHO-HEKPOTUYECKAs aHTUHA, IOABEM TEUTIEPATYPHI.



AHaJIN3 KPOBH IIPU OCTPOM JIEMKO3€E:

YMCPCHHAA aHCMMUSI,

KOJIMUECTBO  JICMKOIIMTOB  MOKET OBITh  ITOBBIIICHHBIM,
HOPMaJIbHBIM, IIOHHUKEHHBIM, C OJacTaMH

B epu(EPUUECKON KPOBH, OTMEUYAECTCS TPOMOOILIMTOIICHUS

B MHEIOTpaMME OOHApYKMBACTCS HECKOJIBKO JECITKOB %
onactoB wiu 100%.

CIUICHOMET aJIHsL.
pa3pacTaHus KOXKH,

JIeiiKko3Has HMHQUWIBTpAalMs paclojaraercs HW B IIOJKOKHOM
KJIETYaTKe, o0O0pa3ys IUIOTHbIE, CHasgsHHbIE C KOXEH U
[IPUITOTHUMATIOIINE €€ Y3JIbI.

JIeKo3Has MHQWIbTpAIUs JErOYHOM TKAaHU U MO3Ta.






OcCTpriil HpOMUEAOLUTAPHBIN ACVIKO3

OCTpBIﬁ HpOMI/ICJIOLII/ITapHBII\/'I JIEUKO3 HECKOJBKO BBIJICISICTCS U3 I'pymiibl OCTPBIX J'IGfIKOSOB,

MPEkKJIE BCErO TEM, YTO IMPOMHUEIIOLMUT - 3TO KJIETKa 5 Kiacca. BuamMo, Ha3BaHHWE JAHO HE COBCEM
MPAaBWIbHO, U KJIETKA OTHOCHUTCSI K 4 KJIacCy, HO B OOBIYHOM CBETOBOM MHUKPOCKOIE €€ HEBO3MOXHO
OTJIMYUTH OT MIPOMHUEIIOLIUTA.

PE3KO 37I0Ka4€CTBEHHOCTBEHHOE TEUCHUE,

BBEIPAKEHHOCTh T€MOPPArundecKoOTr0 CHHAPOMA (KPOBOTEUCHHUS.TEMOPPArui. HEKPO3bI CIU3UCTHIX ),
runouOprHOreHEMHEH,

OBICTPOTOM TEUCHHSI. .

[Toutu Bce OONbHBIE THOHYT OT KPOBOM3IUSHUS B MO3T WJIU JKEITYIOUHO-KUIIICUHBIX KPOBOTCUCHUM.
[Ipu sTOM neiiko3e MaToJOrHYeCKUe KIETKHM HUMEIOT 3€PHUCTOCTb, MOP(OJIOTHUECKH CXOJHYIO C
3€pHUCTOCTHIO TYYHBIX KJIETOK M 0a30(uiioB, KOTOphle coiepkar remapuH. MHoOrga 3TOT JIeHWKO3
HAa3bIBAIOT ICMAPUHOLIUTAPHBIM WIH 0a30(PUILHOKIETOYHBIM, HO TEPMUH TTPOMUEIOLUTAPHBIN CTall
TPaJUIIMOHHBIM U HanboJee 4acTo ynoTpeOssieTcss B KIMHUYECKOW MpakTuke. PaHbilie MMEHHO TTpU
3TON (hOpME OMUCHIBAIN MOJTHUEHOCHBIE (POPMBI M IITUTEIBLHOCTD KM3HU OOJBHBIX HE MpEBbIIIAIa
1 mecsiia. Beicokas muxopaaka v MpOJMBHBIE MOTHI H3HYPSIIOT OOIBHBIX



Octpuu npomuenouumpubm neuxos




OcTpblii MOHOOJACTHBIN U MUEJIOMOHOOJIACTHBIN JIEMKO3bI MAJIO Y€M OTIUYAIOTCSI OT OCTPOTO
MHUEN00JacTHOro Jieiiko3a. Takke BCTpedaroTcsi HEKPOTHYECKHE TMMOpa)XEHUsT POTOBOM
MOJIOCTH, TUHTUBUTHI, YACThI JEHKEMHIbl KOXKH, YBEJIMUEHA cene3éHka. (OCOOEHHOCTh 3TOTO
BUJA JIEUKO3a COCTOMT B TOM, YTO PEMHUCCHUM BO3HMKAKOT PEXKE, YEM IPHU APYTMX BHUIAX
neriko3a. CpeqHsast TPOJOJKUTENBHOCTD )KU3HU COCTABIISIET TPUMEPHO 3 MECSLA.

OcTpbIA MUenomoHob1acTHLIA JIeUKo3




* OcTpeli 3puUTpOMHUENIO3. Bcerpewaercss peako. B kocTtHOM
MO3I€ PE3KO YBEIMYUBACTCSA COJACPKAHUE SAPOCOACPKAIIUX
KJIETOK KPACHOIO psjia B KOCTHOM MO3I€, COIIPOBOXKIAIOIIECECS
BBICOKMM COJIep)KaHMEM B HEM  Heau(p@epeHIUpyeMbIX
0J1aCTOB, MJIM MHUEJIO0JIACTOB, MJIM MOHOOJIACTOB.




Octprint A1nMbODAACTHBIN A€IKO3

Ota ¢opMa NPUBICKACT BHUMAHUE OHKOJIOTOB W TIe€MaToJIOTOB
IIOTOMY, YTO MMEHHO IpU ATOH (popme NMpHUMEHEHHE KOMILICKCHBIX
[IATOCTATUYECKUX BO3JICMCTBUM IMO3BOJIMJIO JOOUTHCS MOJIYYECHUS
pemuccumn ooiee, yeM y 90% OOJBbHBIX AETEH, a Y MHOTUX OOJBHBIX
peMucCUd OBbUIM CTOJb MPOJOKUTEIbHBIMH, YTO MOXKHO OBLIO
TOBOPHUTH O BBI3JOPOBICHUM JIeTEH. DTHU JaHHBIC MOIYyYSHbI YUYEHBIMU
MHOTUX CTpaH ojHOBpeMeHHO. [lonoxurenbHbii 3Q@PEeKT ObLI
CTaOWJICH Yy JIETE€ B BO3pacTe OT 2 10 9 JieT, OHU ObUIN XyXKE Y JAeTeu
MOJIOKE M CTapiie 3TOro Bo3pacra, a y Jmi crapme 20-25 et
pa3aduMsl MEXIy JUM@POOIACTHBIM M MHENO0JACTHBIM OCTPHIM
JIEWKO30M IOCTEIIEHHO CTUPAIOTCS, XOTS MPOAOJDKUTEIbHOCTh KU3HU
U IIpud 3TUX (opMax BBIIIE, YEM IPU OCTAIbHBIX (OpMaX OCTPOro
nerikoza. B 80% ciydyaeB num@poOIacTHBIA JIEMKO3 BCTPEYAETCS B
JNETCKOM Bo3pacTe. Ero oCoOEHHOCTh 3aKIIIOYAETCs B YBEIMYEHUU
JIAM(PaTHYECKUX Y3JI0B U CEIE3EHKMU.






IlonHas KJIMHUKO-TeMAaToOJIOTHYECKasT PEMHMCCHUS MOPH OCTPOM JIEMKO3€E
UMEET CIEAYIOIINE MPU3HAKH :

HOpMaJK3alus 00IIEro COCTOSIHUS OOJIBHOTO,
HaJINYME B MIYHKTAT€ KOCTHOTO MO3ra He 0osiee 5% ONacTHBIX KIIETOK,

oO1iee KOIM4YecTBO OnacTHhIX KIEeTOK ( meHee 5% ) m auMQpOUIHBIX
KJIETOK He mpeBbimact 40%.

B nepu@epruuecKoil KpoBU OJACTHBIE KIETKH OTCYTCTBYIOT,
COCTaB KPOBH OJIM30K K HOPME,

yMepeHHas JerKoneHus, okojo 1,5- 3 x 10.9/1,
TpoMOonuTornienus a0 100 x 10.9/m.

OTCYTCTBYIOT KJIMHUYECKUE MPU3HAKU JICHKO3HOU Tmiponudepanuu B
[IEYCHU, CEJIE3EHKE U JIPYTUX OpraHax.

i1 1aM@pOOJIaCTHOTO JIEHMKO3a y JeTel o0s3areabHa HOpMaIu3alus
CIIMHHOMO3TOBOM >KHJIKOCTH.



TepMmuHanbHas cTaaus OCTPOro JIEMKO3a HACTYIIAET, KOT/la BCE
IIATOCTAaTUYECKHE CPEJICTBA OKA3BIBAKOTCS HEAP(PEKTUBHBIMU U
JaKe€ Ha MX (POHE OTMEUAeTCs YXYAIICHHE KapTHHBI KPOBH :
Hapacract

IPaHyJIO0LUTOIICHHS,
TPOMOOLIMTOIICHMS,
MOSIBJISIFOTCS HEKPO3bl CIAU3UCTHIX,

CIIOHTAHHBIC KPOBOU3JIMNAHUMA.



* K mMuenonponnpeparuBHbIM 3a00JICBaHUSIM
OTHOCHT:
* XpPOHUYECKUH MUEIIOJIEUKO3;
* CyOJICMKEMUYECKHUN MUEI03
(OCTEOMHUEIIOCKIIEPO3);
* SPUTPEMUIO (UICTUHHYIO MOJULUTEMHUIO);
* XPOHUYECKUU MUEITIOMOHOIIMTAPHBIN
JICUKO3;
* XpPOHUYECKUU METaKapUOIIMTAPHBIN JIEUKO3
(3CCEHIMAIIbHYIO TPOMOOILIMTEMHUIO).



MuenonpoandeparuBHbIe 3a00JI€BaHUS

« XpoOHUYeckme mmenonponmnpepatTmeHble 3aboneBaHns
— KJIOHa/1bHbl€ OMyXO0J/11, pa3BMBaloLLMNECH U3
CTBOJ/IOBOW KPOBETBOPHOW K/ETKMN,
XapaKkTepusyrumecs nponmcpepau,mem B KOCTHOM
MO3re oHoro nnn 6onee poCcTKoOB MUENOUAHOUN TMHUU
(rpaHynounuTapHOro, apuTpouaHOro,
MeraKapmou,MTapHoro)

« [lponudepauns KJIeToK CoOnpoBoOXaaeTcs
OTHOCUTENIbHO HOPMaJibHbIM CO3peBaHMNEM
(3 PeKTUBHLIM rEMOMO330M), YTO NPUBOAUT K
NOBbILWLEHNIO KOJIMYECTBA rpaHy1o0unTOB, SpUTPOLUTOB
n/mnun TpoMmboUUTOB B Nepudepmnyeckon Kposu.

« Hanbonee yacto nopaxkarTCs rnevyeHb U ceneseHka,
rAe OTMeYaloTCa 3KCTpaMeayiIapHble ovaru
KPOBETBOPEHUS, JIeUMKO3HAsaA UHPUAbTPpaLnUsa n
pa3pyLlleHne onyxosieBblX K/IETOK.



XPOHUUYECKUUN MUEJIOJIEVUKO3

* XPOHUYECKUU MUEIIONENKO3 cocTaBisaeT 15-20% Bcex
ClIy4aeB MUeJIonpoau(eparuBHbBIX 3a001eBaHui. BeTpeyaeTcs
B JIIOOOM BO3pacTe, Yalle y MalueHTOB CPEAHET0 U MOKHIIOTO
BO3pacTa. 3a00JIEBAEMOCTh XPOHUYECKUM MHUEIOICUKO30M —
1,0-1,5 caydasa na 100 000 HaceneHus.



Ma30K KPOBM NPU XPOHWYECKOM
MUENONEeNKo3e
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* BpUICHAIOT CTauu XPOHUYECKOIO MUEIIOIENKO3A:
* XPOHUYECKYIO;
* IPOrPECCUPYIONIYIO, MW a3y aKceJepaluu:
* TEPMUHAIBHYIO. MW OJaCTHBIN KPU3.

3a00JIeBaHUE MOXKET OBITh JIMArHOCTUPOBAHO HA JIFOOOU
cragnu. Y 85% nmanreHToB 00JIE3HB BRISBASETCS HA
xpoHuyeckol craaun. Hanbonee yacThie KIMHUYECKUE
IPOSBICHUS — CJIA00CTh, IOTEPS MACCHI T€JAa, HOUHBIC HOTHI,
CIUICHOMeTanus, aHeMus. OYeHb PEJIKO 3a00JICBAHNE
HauMHaeTcs ¢ OacTHOrO Kpu3za. [ponrdepalis onyXoieBbix
KJICTOK Yallle OrPaHHYMBACTCS TeMOTIO3THICCKUMH OpPraHaMu
(KOCTHBIM MO3IOM, CEIIE3CHKOM, MMEYCHBIO, KPOBBIO).




B nepudepryeckoil KpoBU HAOIOAAETCS

* HEUTPO(UILHBIN JCUKOIUTO3 (KOJUYECTBO JEHKOIIUTOB
BAPBUPVYET) CO CIABHUIOM JIO MUCIIOIIUTOB

e (QiuacThl COCTABJISIOT 00BIYHO 1-3. HO He 6oiee 10%

* _VYBEIWYECHUE KOTUYECTBA 0a30(DMI0B W/UIW 303MHO(DUIOB
(obmree nx Komm4IecTBO — Ooree 6.5%)

* KOJIMYECTBO TPOMOOIINTOB B KPOBH HOPMAJIbLHOE WU
OBBIIIIEHHOE (MOeT ObITh U OoJsiee 1.0x109/n).

* aHCMUi.



KocTabii Mmo3r runepkiaetounblid (0osee 350x109m) 3a cuer
HOBBIIICHHOTO COMECPKAHNS KICTOK TPAHYIOIIUTAPHOIO POCTKA
U IIOBTOPSET KAPTUHY NEepUDEPUICCKON KPOBH.

KOJIMYECTBO OJIACTHBIX KJIETOK HE IpeBbiIacT 5%,
METaKapUOIMTOB — HOPMAJbHOE WJIM HOBBIIICHHOE.

IIPOLIEHT SPUTPOUJIHBIX KJIETOK BAPbUPYET, HO YAIIE CHUXKEH. Y
HEKOTOPBIX OOJNBHBIX HOBBIIIEHO COMEPIKAHNE IO3UHO(HUIIOB.

B 30% HaOIIOIEHUN XPOHUYECKOTO MUEJIOJIEHKO3a B KOCTHOM
MO3I'€ MOTYT OBbITh OOHAPYKEHBI HCEBIO-1 OllIe-TTOI00HbBIE
KJICTKH ¥ TOIYObIC TMCTUOIUThI, YTO PACCMATPUBAETCS KAK
OTBET HA MOBBIIICHHBINM KJICTOYHBIN PACOall.

AKTUBHOCTB 111eJI0YHON (hocdarasnl B HEUTpoduiIax HU3Kas UIN
OTCYTCTBYET.

JIMTEILHOCTh XPOHUYECKOW CTaAWK 3a00J€BaHNUs BAPbUPYET
oT 3 10 5 JIET.




e JlmarHocTUYECKHUE KpUTEpUHM (ha3hl aKcelepallny
XPOHUYECKOTO MUETOJIECHKO3A:
e cosepkanue mueaooaacToB — 10-19% oT KoandecTBa BCEX
SJICPHBIX KJIETOK B KPOBH W/WUAW KOCTHOM MO3I€:
* KOIMYECTBO 0a30(huia0B B KpoBU — Oojaee 20%:
e iepcucTrpyromas Tpomoormronenus (<100x109/1), He
CBsA3aHHAg ¢ Tepanuei, uin TpoMOonmTo3 (>1000x109/1). He
HOUTAIOIIUMCS JICUCHUIO:
* MPOTPECCUPVYIONICe YBEITUUCHHUE PA3MEPOB CEIC3CHKHU U
KOJIMYSCTBA JICHKOIIMTOB, HECMOTPS Ha MPOBOAUMOE JICUCHHE:
* IIMTOTCHETUYECKOE A0KA3ATENbCTBO KIOHAILHOW 3BOIIOIAU
(JIONOTHUTEIbHBIC XPOMOCOMHBIC aHOMAINH ).




BJIaCTHBIN KpHU3 XapaKTepU3yeTCs HApaCTAHUEM KOJUYECTBA OIACTHBIX
KJIETOK B KOCTHOM MO3re U KpoBu (Oosee 20%). Bo3HukaroT oyaru
AKCTPaMEAYISIPHOTO KPOBETBOPEHUS ¢ Iponudepanmei 0JacTHBIX
KJIETOK B KOXK€, TUM(DATUUECKUX Y3J1aX, KOCTIX, IIEHTPAIbHONU HEPBHOM
cucteMe u apyrux TkaHsx. B 70% ciy4yaeB XpOHUYECKOTO MUEJIOIEMKO3a
OJIACTHBIN KPHW3 pa3BUBAETCA 00 MUeJouaAHOMY U B 20-30% — mo
auM@obaacTHoMy Tumy. JIns uaeHTHhOUKAIMYA TPUPOALI OJACTHBIX
KJICTOK MCHOJB3YIOT IIUTOXMMHYSCKUE UCCIICIOBAHUS U
UMMYHO(DEHOTUIINPOBAHUE ONYXOJIEBBIX KIETOK.

JInargo3 OJIACTHOIO KpH3a XPOHHYECKOIO MUEIOJIENKO3a VCTAHABINBAIOT
[IPU HAJIWYHUU OJHOT0 WK 00Jiee U3 JUArHOCTUUYECKUX KPUTEPUEB
0JIACTHOI'O KPHU3a XPOHUYECKOTO MUEIOJIENKO3A:

» KOIMUEeCTBO Os1acToB — Ooiee 20% KonnuecTBa BCEX SUIEPHBIX KJIETOK B
nepudepruIeCcKON KPOBU WM KOCTHOM MO3IE;

* SKCTPaMENYIUISIPHBIC O4ard KPOBETBOPEHUS € Ipoardepalnen
OJIACTHBIX KJIETOK:

* B TPENAHOONONTAaTE KOCTHOIO MO3ra — KPVIHBIE 0Yard WIN CKOILUICHUS
OJIACTHBIX KJIETOK.




CyOJIeMKEMHUYE€CKHUU MUEIIO3

Cy0neiikeMuYecKUil MUesi03 (MINOmaTuIeCKUi Muesno@uopos,
OCTEOMUETOCKIEPO3, arHOTCHHAS MUCIOUIHAS METAIIa3usl) —
XPOHUYECKOE KJIIOHAJIbHOE MUEJIO- ITposindepaTuBHOE 3a00IEBaHME,
BO3ZHMKAIOIIEE BCJIECICTBUE TPAaHC()OPMANINK KIETOK-IPEANIECTBEHHUKOB
MUEJI01033a

Hecnenuduyueckre XpoMocoMHbI€ aHOMaInu BeTpedarotres v 30-40%
HAIIMEHTOB, YTO Hau0OJIEe YaCTO CBUJICTEIbCTBYET O HEOIArONPUITHOM
IIPOTHO3E.

3a00JICBAHME XaPAKTEPUYETCS OMYXOJIEBOU Ipoaudepanuen
OPEHMYIIIECTBEHHO METaKapUOIIMTOB U IPAHYJIOIIUTOB B KOCTHOM MO3IE,
pa3BuTHEM HUOP03a U IKCTPAMEIYIUIIPHOTO KPOBETBOPEHMS.

JlOMUHHPYIOIIMM TPU3HAKOM CYOJIEMKEMUYECKOTO MUEN03a SIBIACTCS
pa3Butre puOpPo3a B KOCTHOM MO3r€, KOTOPBIN CIYKUT HECHENUPUUECKOU
pEAKIMEN CTPOMAJIBHBIX KJIETOK KOCTHOIQO MO3ra Ha IMTOKUHEL,
CEKPETUPYEMBIC OMYXOJIEBBIM KJIOHOM U KJIETKAMHU CTPOMAILHOTO
MUKPOOKDPYKEHUS.

Ycunenue npoandepaiiriu Guopo0IacTOB U OCTE00JIACTOB BCICICTBUE
BO3JICUCTBUS (DAKTOPOB POCTA,




MHA KPOBH IMPU CyOJIEHKEMHUYECKOM MUEI03€




* Kapruna KpoBU npu CyOIeMKeMUYECKOM MHUEITI03€




BriaeasioT caeayionme CTAINNA DA3BUTUS CYOJIEHKEMUYECKOTO
MUEJI034;

* npoaudepaTuBHYIO (TPePUOPOTUISCKYIO, PAHHIOK);

e hubpoTnyeckyo (HUOPOTHYECKN-CKIEPOTHYECKYIO);

. TpchgopMaHmo B OCTPbIN JECUKO3.
B nepudepryeckor KpoBu

HeOoJbIIOoN JierikounTo3 (10-20x109/x
)B JICHKOIIMTAPHOU POopMyJIe HAOTFONAIOTCS CABUT A0 MUEJIOIMTOB,

AHM3OIIMTO3 HEUTPO(QHUIOB, ACHHXPDOHHOE CO3DEBAHUE AIPA

U TOILJIA3MbBI., HAPDYIHICHHUC I'DAHVYJIOI'CHC3d B HGfITDOd)HJ’I&X. I'MIIO- U
THIICPCCIMCHTHUPOBAHHBIC

HOPMOXPOMHAA dHCMUA
Ma3Kax KPOBHU MMEIOT MECTO aHM30ILINTO3, IOUKMJIOILIMTO3 C

H[2€O6H&2!&HI/I€M KAIJICBUJIHBIX SPDUTPOIIUTOB ( JAKPDHUOIIMTOB ).

HOPMOOJIACTBI, HEBLICOKHMU DETHUKVIOIMNTO3, ATUIINYHBIE KDVIITHBIE
TPOMOOIIUTEI

B OTJIMYHE OT XPOHUYECCKOTO MHUEJIOJCHKO3a AKTUBHOCTD MICJIQUYHOU

@OCSI!&T&BBI B HGfIT[!O!hHJ’IaX PC3KO VYBCIUYCHA.




KoCTHBIN MO3T THIIEPKICTOUYHBIN C TOBBIIIIEHHBIM CONEDKAHUEM HE3DEIBIX KIETOK
TPDAHVIIOIMUTAPHOIO PAJIA. ATUITHYHBIX METaKapUOIIUTOB

COJIEPKAHME DPUTPOKAPUOIIMTOB MOXKET OBITh B IIPEJIEIaX HOPMBI YJIM HE3HAYUTEILHO
CHHMIKCHO.

CyOGnenikemuuecknii MuesiohuOpo3 yaiiie TMarHoCTUPYIOT Ha CTAJANKU PA3BUTHS
(Gudpo3a B KOCTHOM MO3Te. 3a4acTyI0 aCOUpaIlys KOCTHOTO MO3ra IPHU MYHKITUN
3arpy/iHeHa. B KIMHUYECKOW KapTUHE HEPEIKO JOMUHHUPYIOT aHEMUYCCKUNA U
TeMOPPArnICCKUA CUHIPOMBI, CIIICHOMETANIHS, PEININBAPYIONINEG MHPEKIIMOHHBIC
OCIIOYKHCHMSL.

B nepudepuyeckoil KpoBU HAOMIOAAIOTCS MHOTOUMCICHHbBIC KAIlJICBUHBIC

SPUTPOIIUTEL.
KoanduecTBO JIEHKOIIMTOB BADLUPYET OT VMEPEHHOI'O JIO BHIPAXKEHHOI'O JICHKOIINTO34.

B neitkonurapHoit opMyiie BO3MOKHO HATUYUE STMHUYHBIX 0J1aCTOB.

OtmMmedaeTcsl aHU30IIMTO3 TPOMOOIIUTOB, BCTPEUAIOTCS (l!lzaI‘MCHTBI A0EP

METaKapUOIIMTOB.
KocTHBIN MO3I HODMO- WJIW T'HIIOKJIETOYHBIN, KonuyecTBO MHEN00J1aCTOB — MEHEE
10%. 94aCcTO BCTPECUAOTCSI ATHIINYHBIE METAKAPUOIIUTHI.

d1dDPO3 B KOCTHOM MO3I€ 3HAYUTEILHO BRIPAXKEH. B TpenanoOuonTarax KOCTHOI'O
MO3Ira OTMEUAETCS OCTEOCKIIEDO3.




OPUTPEMUA (MCTUHHAA ITOJIMITWUTEMIA)

JpUTPEMUA — KJIOHaNbHOE MuenonponndepaTMeHoe 3aboneBaHne, xapakrepmsyemoe
NOBbILLEHHOW NPOAYKUMEN KNETOK 3pUTPOUAHOIO paaa B coveTaHUn ¢ U3bbITOUHOM
nponudgepaunen KNeTok rpaHyno- u merakapvoumTonossa. OCHOBOW natoreHesa
SPUTPEMUN ABAAETCA ONyxoseBas TpaHCchopMaUUa KNeTKU-npeawecTBeHHNKa
MUenonosasa. B 2005 r. 6b1n1a oTKpbITa MyTaLua B TUPO3MHKUHa3e reHa, KOTOpPbIN
pacrnosioXXeH Ha XpoMocoMme 9. MyTauns NpUBOoAUT K YCUEHUIO (PYHKLNN
TUPO3UHKUHA3bl 33 CYET CBA3bIBAHUSA BHYTPUKIETOUYHOIO U NOBEPXHOCTHOIMO AOMEHa
SPUTPONO3TUHOBOINO peLenTopa, YTo CONpPOBOXAAaeTCa nponndepaunen apuTponaHbIX
npeawecTBeHHUMKOB HE3aBUCUMO OT BHELLHEN CTUMYAALUNKN 3pUTPOoNno3TUHa. KpoMe Toro,
AOMOJSIHNTESIbHO aKTUBUPYIOTCA Takne KnHasbl, kak STATS5, ERK/MAP, PI3K/AKT, 4To
CNocobCTBYET 3HAUUTESIBHOMY YCUSIEHUIO NPOBEAEHNA CUMHaNa OT 3pUTPONO3TMHA, a
TakK>XXe Bblpa>E€HHOW DKCNPEeCCUn PeLLENTOPOB K SPUTPONO3TUHY. B ntore pesynbtaTom
N36bITOYHON NMponndgepaumn KNeToKk-npeallecTBeHHUKOB MUENono33a ABAAIOTCA
CTUMYNAUMA SpUTPOLMTO3a U TpoMOOLMTO3a U pa3BUTUE SPUTPEMUN.







3a00€BaHUE BCTPEUYACTCS MPEUMYIIIECTBEHHO Y HOMKUIIBIX JIIOIEH,
XapaKTEPU3YETCs OTHOCUTEIbHO JOOPOKAY€CTBEHHBIM TEYEHUEM U

0OJIbIIEH BEKMBAEMOCTBIO. B COOTBETCTBUM ¢ Knaccuukanuen
BO3 BbUICHSIOT JIBE CTAAMH 3a00ICBAHUS:

npoandepaTuBHYIO (IOJUIUTEMUYECKYIO), XapaKTePU3YIOIIYIOCS

HapaCTaHWEM MACChI ODUTPOLUTOB,

OOCTIOIUIMTEMUYECKYIO, MPU KOTOPOH pa3BUBACTCS IIUTONCHUS, B
TOM YHCJIC aHEMUS, accormupyeMas ¢ HedGHEKTHUBHBIM TeMOMI0330M,
(rOpPO3 B KOCTHOM MO3Ir€, QYaru KCTPaMENYIIIIPHOTO
KPOBETBOPCHUS, TUIIEPCITICHOMETAJIHS.

KnnHuyeckas CMMITOMAaTHKA CBA3aHa C PA3BUTHEM IPUTPOIIMTO3A:
apTepualibHas TUIEPTEH3US, COCYANCTBIE OCHOKHEHMUS,

PUTPOLIMAHO3 KOXKHOTO HOKPOBA U CIAU3UCTHIX 000JI0YEK, HEPEIKO
KPOBOTOUYMBOCTD JECEH. Y OOJNBIINMHCTBA MAIIMEHTOB UMEIOT MECTO
BEHO3HbBIC WU aPTEPUATBLHBIE TPOMOO3BI PAITUYHON JOKAITU3AIINH,
KOYKHBIWN 31, TAPECTE3UN, HAPYIICHUE 3PEHUS., TOJIOBHBIE OOJIH.
Hapyiaercsd oOMEH MOYEBOM KUCJIOTHI C PA3BUTHEM
CUIICPYPUKEMUU 1 YPUKO3YpHU. Pa3BHBAaETCS CIUICHO- W/ WJIN

reraroMerajimsi.




XPOHUYECKUU METAKAPUOIIMTAPHBIN

JIEVKO3

XPOHUYECKUN MErakapuoUMTAPHBIN JEUKO3 (3CCEHITMANIbHAS
TPOMOOIUTEMUS, UANONATHYECKAS TPOMOOUNTEMHUS ) — KIOHAJIIBbHOE
MUeJIONpoarepaTiBHOE 3a00JI€BAHUE, XaPaAKTEPU3YEMOE
npourdepanue MerakapuoIMTOB U NePCUCTUPYIOMMM TPOMOOIIMTO30M.

BceTpeuaercs yaiie v maliMeHTOB IOKUIOT0 BO3PACTa, PEKE — MOJIOKE
60 jJeT u neTeu.

BeavimmMu reMaToJorudeCKUMU CUMIITOMAMMU. SIBJISIOTCS
TUIIEPTPOMOOIIMTO3 U TUIISPIIA3KSI METaKapHUOIIMTOB B KOCTHOM MO3IE.

KimHnyeckas KapTHHA XapaKTepU3yeTcsl HEOOAbIION CIIIEHOMETAJINEH,
KOTOpas MPOTrPEeCCUPYET N0 MEPE Pa3BUTHUSA OOJIC3HU, PEXKE
renaToMeraaver, MEIJICHHO HAPACTAOICH aHEMUEH.

XapaKTEeEPHBI PACCTPONCTBA MUKDPOIMDKVIISIIIMH, TDOMOO3BI
ApTCPUAJIbBHBIX U BEHO3HLIX COCVYIOB.

['eMopparnyeckure oCiI0KHEHUS BCTPEUYAKOTCS V OOJIBHBIX CO
3HAYUTEIBHBIM THOMOOIIMTO30M — 00siee 1500x109/71.







B niepudepuyeckoil KpOBHU HAOIIOIAIOTCS

* TUIIECPTPOMOOIINTO3,

* ()parMeHTHI AJIep METraKapUOIIMTOB,
* YMEPEHHO BhIPAKCHHASI aHECMUSI,

* YMEPEHHBIN JEHUKOIIUTO3 C JIEBBIM CJIBUTOM B
JTEUKOIIUTAPHOU (PopMYVIIE,

* MOTYT HAOJIONATHCS 0a30QUINSI U 303UHODUIIHSL.

* Mopdoaorus TpOMOOIMTOB XapPaKTEPU3YETCS
AHU3OIIMTO30M, YBEIUUYECHHUEM CPEIHEr0 00bheMa
TPOMOOIIMTOB Y IOKA3aTEeJIsl aHU30IIUNTO3a
TPOMOOIIMTOB, HOSBICHUEM TMIaHTCKUX U VPOLIMBBIX

(l)O[!M C IICCBAOIIOJIWAMMU, THITOTI'DAHVIIADHDBIX

-TPOMOOIINTOB, PPArMEHTOB SIACP METAKAPUOIIUTOB.




* XPOHUYECKUU MUEIOMOHOIMUTAPHBIN JIEUKO3 BOSHUKAET B
pPE3VJIbTAaTe ONYXOJEBOW TPaHCHOPMAIIMH KIETOK-
IIPEITECTBEHHUKOB MHUEJIOI0334.

* B knaccudukammy BO3 XpoHUYECKH MUEIOMOHOIMTAPHBIN
JIEVKO3 BBIJICJIEH B OT/IEJIBHYIO TPYIIITY.

XPOHUYECKNN MUEJIOMOHOIIUTAPHBINU

JTEMKO3



* BpIICAAIOT JIBA €T0 BAPHUAHTA!
* XPOHUYECKHUN MUETOMOHOIIMTAPHBIN JIEUKO3 C
[IpU3HAKAMW MUETOIUCIUIA3UU, TIPU KOTOPOM
HaOJIronaeT s JJEHKOIMTO3 MeHe 12x109/1 ripu
A0COJFOTHOM MOHOIIMTO3€ B NEPUBHEPUIECKON KPOBU
(>1000x109/n):
* XPOHUYECKHUN MUETOMOHOIIMTAPHBIN JEHUKO3 IPH
nerkonnTo3e oojaee 12x109/1 u abCOIOTHOM
MOHOIINTO3¢ B iepudepraeckoit Kpopu (>1x109/m).
B 5TOM BapuaHTe JUATHOCTUPYIOT XPOHUYECKUM
MU EJIOMOHOIMTAPHBINA JEHUKO3, MPOTEKAIOIIMNN KaK
MMEJIOTPOIU B epaTUBHOE 3a00JICBAHUE.







