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IIpu numdbouaHoM BapuaHTe OJACTHOIO
kpuza XMJI KeTku uMeroT 1uToMopdoIio-
ruyeckre npusHaku JMM@o0IacToB ¢ BbICO-
KUM SIIEPHO-IIUTOIIJIa3MaTUYECKIM COOTHO-
IIEHWeM, COepXallluX siipa ¢ HempaBUJIb-
HBIMM KOHTYpaMu (paclieTUIeHHBIMU U
CKJIaAuaTbIMU) U OJHUM SIAPBILIKOM. B yme-
peHHO 0a30(GWIbHON LMTOIUIa3Me KJIETOK
OTCYTCTBYET a3ypoduibHas 3epHUCTOCTb.
AKTHBHOCTb MMEJIOTIEPOKCHUIa3bl B OJacT-
HBIX KJIETKaxX He BEIIBIsSIETCS, a Ipu PAS-pe-
aKIIMU B LIUTOIIa3Me OOHApYKMBAETCS T~
KOTeH B BUJIe KPYITHBIX TPAHYJI WK OJOKOB.
B OonbmnHCTBE ciiyyaeB JTUM@OUTHOIO
O6n1actHoro kpuza XMJI JeiikeMuyeckue
KJIETKU TIpe/CcTaBlIeHbl TpaHC(HOPMUPOBaH-
HBIMU  KJIETKaMM-TIpelIeCTBEHHUKAMU
B-numdonmtoB. Ha moBepXxHOCTHBIX MEMO-
paHax OJAacCTHBIX KJIETOK OOHAapy:KMBaeTCs
akcnpeccusi aHntureHos CD10, CDI19 u
CD20, B simpax KJIETOK OIpPeaeIieTCsI TePMU-
HaJlbHasl JEe30KCUHYKJIeOTUAUITpaHCchepasa
(TdT). UMMyHOTIOOY/IMHBI Ha TOBEPXHOCT-
HBIX MeMOpaHax 0J1aCTOB HE BBISBIISIOTCS, U
B PEAKUX CAyYasix B IIUTOILUIa3Me OOHAPYKU-
BalOTCS TsKeJbIe [L-1iernu (puc. 6).

Puc. 6. Bnacrhbiii kpuz XMJ1
no numdpouaHomy tuny. x1000.

Y HeKOTOphIX OOJBHBIX JEHMKEMUYECKUI
KJIOH Tipy 6;actHoM Kpuze XMJI ipesictaBieH
paHHUMHU  KJIETKaMU-TTPeIIeCTBeHHUKAMU
T-mumdoruro — CD3*cyCD3*CD7TdT".

Y MHOIMX ManueHTOB MpU JUMGPOUTHOM
BapuaHTe Oy1acTHoro Kpu3a XMJI Ha moBepx-
HOCTHBIX MeMOpaHax JeHKeMUYecKux Kie-
TOK OIpenessieTcs KOIKCIPECCUs OTHOTO
uam  0ojiee  MUEJIOMIHBIX AHTUTEHOB.
B oueHb penkux ciyyasix B KPOBU M KOCTHOM
MO3r€ OJHOBPEMEHHO OOHapYyXMBAIOTCS
0J1aCTbl MUEJIOUIHOTO U JIUM(POUTHOTO MPO-
HUCXOXIEHUS.

MenuaHa  BBDKMBAeMOCTU  OOJIBHBIX
¢ TUM@OUIHBIM BapUaHTOM 0JIaCTHOIO KpU-
3a XMJI cocrasisieT 12 Mec, B TO BpeMsl Kak
MPpY HAJIMYMU 61aCTOB MUEJIOUTHOTO TUIA —
Bcero 3-9 mec.

(®akTopbl NPOrHo3a

K ocHOBHBIM MpOrHocTUYeCKUM (HaKTo-
paM OTHOCATCSI BO3PACT OOJbHBIX, Pa3Mephbl
CeJie3eHKH, KOJIMYECTBO TPOMOOIIUTOB, MPO-
LIEHTHOE cojiepXaHue 06JacToB B nepudepu-
yeckoil kposu. [lpu omnpeneneHuun rpyrmnm
pucka XMJI Hapsmy ¢ yKa3aHHBIMU KPUTeE-
pUSIMU YUUTBIBAeTCSl TakXkKe coaepxKaHHe
B KpPOBHU 203MHO- U 6azoduioB. B Hacros-
1ee BpeMsi pu TepareBTUYECKOM MTPUMEHE-
HUU UHTMOUTOPOB TUPO3UHKUHA3BI TTOJIHBII
IIUTOTEeHETUYECKUI OTBET Ha MMAaTUHUO
coctaBnsier 70-90%, 5-neTHSIST BbDKMBae-
MocTb — 80-95%.

XpoHuueckuii Heiimpoiunbhblii neiiko3

XHJI — penkoe 3abosneBaHue, OTHOCSIIIEE-
ca x rpynme MITH. Berpeuaercst mpenmyitiec-
TBEHHO Y JIMII TTOXWJIOTO BO3pacTa, HO MOXET
JIMarHOCTUPOBAThCS U Y TIOAPOCTKOB. Xapak-
TepusyeTcst HATMYMEeM aHEMUM, CIJIEHOMera-
JIMU U B psifie clydaeB reraToMeraiuu.

ITpuunnbl BosHuKHOBeHUst XHJI ocTatoT-
cs1 10 KOHIIA He BbISICHEHHbIMU. [IpuMepHO
B 20% OnuMCaHHBIX B JOCTYIIHOM JINTEPAType
ciayyaeB otMmeueHa accouuanus XHJI co
3JI0KaYECTBEHHBIMU HOBOOOPA30BAHUSIMM,
HanboJjiee 4acTo — ¢ MHOXECTBEHHON Mue-
Jiomoit. [lonaraiot, 4To B 3TUX Clyyasix Mpo-
nudepanss HeUTpohUIoB SIBIAETCS BTO-
PUYHOM, CBSI3aHHOM C aHOMAJIbHbIM CUHTE-
30M LUTOKMHOB HEOMJIACTUYECKMMU KJIET-
Kamu.

[Ipu uccnenoBanuu nepudepruyeckoi Kpo-
B OTMEYaeTCsl BBIPaKEHHBIM HEHATPOGDUIb-
HBIIA JTeiikouuTo3 (>25x10°/m1). CermeHro-
siIepHbIe M TAJOYKOSIIEPHBIE HEUTPOMUIIBI
cocrapistior Gosee 80% Bcex JIEMKOIMTOB.
B OGosblnMHCTBE CilyyaeB cojepxaHue He-
3pesIbIX TPaHYJOUMTOB (IIPOMHUEIIOLUTOB,
MUEJIOIUTOB, IOHBIX) He TIpeBbImaeT 5%, HO
nHoraa npubmmxkaerca K 10%. Muenobnac-
Tl B TiepudeprIeckoil KpOBU MPAKTUUECKU
He BoisiBIsioTCs (<1%). Mo muromopdono-
IMYECKUM TMpU3HAKaM HEUTpodUIbl He OT-
JINYAIOTCS OT MOAOOHBIX KJIETOK, 0OHAPYXH-
BaeMbIX B MepruQepruecKoil KpoBU 310pO-
BBIX JTIO[Ieil, HO MHOTA B IIUTOIUIa3Me KJle-
TOK BBISIBJISIETCSI TOKCUYECKAsT 36PHUCTOCTbD.
[MpusHaku aucruia3um B KJIeTKax TpaHyJio-
LUTApHOTO psiia OTCYTCTBYIOT. Mopdooru-
Yyeckre MPU3HAKU TPOMOOILIMTOB U PUTPO-
LIUTOB B TIpe/iesiax HOpMbI (puc. 7).
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Puc. 7. XpoHnueckuit Heurpodmnbubm
neiiko3. Masok kocrHoro mosra. x1000

B xocTtHOM Mo3re ormnpeaensieTcsl rumep-
KJIETOUHOCTb, OOYCJOBJIeHHasT mposaudepa-
LMel KJIeTOK HelTpoduibHOro psna. Jleiko-
3PUTPOUIHOE cooTHOIIeHHe coctanisier 20:1
n Boie. CozmepskaHue 0;71aCTOB U TIPOMUETIO-
LIMTOB BO BPeMsI YCTAaHOBJIEHMs AMArHo3a He
yBeqIM4eHo. MOryT oTMeuaTbCsl Takxke MpH-
3HaKu Mpojudepalu KJIeToK 3puTpodiac-
TUYECKOTO U MErakapuolMTApHOTO psja.
B xy1eTKax BceX OCHOBHBIX POCTKOB MUEJIOW/I-
HOTO KPOBETBOPEHUS MPHU3HAKW TUCTUIA3UN
He BBISBISIOTCA. [Ipy TUCTOJIOTMYECKOM M3-
YYEHUU TPEraHOOMOMNTATOB KOCTHOTO MO3ra
OUYeHb DPEIKO OOHAPYXKMBAIOTCS MPU3HAKU
(ubpoza. B cpesax ceneseHKH MHGUIBTPA-
U HeUTpo(UIaMU OTMeYaeTcsl B KpacHOM
TTyJIbITE, B TICUEHW — B CHHYCaX.

I[Ipy TUTOXMMHMYECKOM MCCIEeT0BAaHUMN
B JelikounTax npu XHJI B otmuuue ot XMJI
ompenessieTcss TMOBbIIIEHHAasT aKTUBHOCTD
1esiouHoit ocaraspl. Kakue-n1ubo nHbIe
LUTOXMMHWYECKHUE WM UMMYHOGMEHOTUITH-
YyecKre aHOMaJIMy He oOHapyXeHHl. B xpo-
BETBOPHBIX KJieTKax 6osbHbIX XHJI He onpe-
nensiercss Ph-xpomocoma My CIUTHBIN TeH
BCR/ABL. ¥ 90% nauueHTOB Kakue-a1u0o
LUTOTeHETUYECKUEe aHOMAJIMK, B TOM YHUCIIe
peapaHXupOBKHU TEHOB PDGFRA,
PDGFRB u FGFR1, He obHapyXuBaioTcs.
B penxux ciydasx onpenensioTcsl KIOHAb-
Hble IIUTOTEHEeTUYECKNEe aHoOManuu: +8, +9,
del(20q), del(11q).

AmdbpepeHiimarbHas AMarHocTuka
HNupdepennuanbubiii  auarHos XHJI
rocJie UCKITI0UeHUST MHMEKIIMOHHBIX U BOC-
MAJIUTEBbHBIX TPOLIECCOB, COMPOBOXIAI0-
UXCS HEUTPOMPUIbHBIM JIEHKOLUTO30M,

MPOBOIUTCS C psiaoM apyrux ¢popm MITH —
HII, TIM®, BT. OrcyrcTBUE IPU3HAKOB
IUCIIIa3UM B KJIETKaxX TIpaHyJIOLMTapHOTO
psiia U MUEJOUCTUIACTUYECKUX U3MEHEH U
B KJIETOUHBIX 3JIeMEHTaX APYyruX JUHUI MU-
€JI0110334a, a TaKXKe Cofiep>KaHhe MOHOLIMTOB
B KpoBu <1x10°/1 mMO3BOJSET OTIMYUTH
XHJI ot pa3nuuHbIX GOpM MHUEIOAUCILIAC-
tnyeckoro cunapoma (MJIC) u MITH.

XHJI oTHOCUTCS K KaTeropuy MeqJIeHHO
MPOrpecCUpyoOUIMX MaTOJOTMUYECKUX Mpo-
1IECCOB, TIPA KOTOPBIX BEIKMBAEMOCTD OOJTb-
HBIX KOJIEOJIETCS B TIpeesiax ot 6 mec 1o 20 u
oosee set. [losiBieHUME MUEIOAUCILIACTU-
YyeCKHUX MPU3HAKOB MOXKET YKa3blBaTh Ha Ha-
yajgo TpaHchopMaluy B OCTPbI MUETOMI-
HbI Jeiiko3 (OMJI).

Hcmunnag nonuyumemus

WII (aputpemus, cunapom Bakesa-Ocie-
pa) — XpOHHMYECKOoe MueaornpoardepaTus-
Hoe 3a00JieBaHUE, XapaKTEePU3YIOIIeecsl 13-
OBITOUHBIM 00pa30BaHUEM IPUTPOLIUTOB, HE
3aBUCAIIMM OT MEXaHU3MOB, pEryJIupylo-
X aputpornosa3 B Hopme. MIT — otHOCH-
TEJILHO PEeJIKO BCTpevarolleecs 3a001eBaHKe
(uactora 3aboneBaecmoctu — 0,5-1,0 Ha
100 ThIc. HaceneHus B rox). CooTHOLIEHUE
MYKUMH M KeHIIH coctaisieT 1,2:1. Cpen-
HUIt Bo3pacT 60mbHBIX — 60-70 5eT. B TO Xe
Bpems MTT nHOTIA TMArHOCTUPYETCS B IOHO-
IECKOM U JIaXKe IETCKOM BO3pacTe.

D1uonorusi 3aboseBaHUs MOKA OCTAETCs
He BBbISICHEHHOI. 3HaueHWe TeHeTUYeCcKOoi
MPeapacrnoNoXeHHOCTH MOATBEPKIAIOT CITy-
yau cemeiinoii UI1. B pazputum 3abosieBa-
HUSI Y OTHETbHBIX KATerOpWii OOJBHBIX He
WCKITIOYEHA POJTb BO3ACHCTBUSI MOHU3UPYIO-
mei paguanuvu, TOKCUYEeCKMX (GaKTOpoB
OKPY>KaIoLIEH Cpelibl U BUPYCOB.

[Ipaktnyecku Bce 6onbHbie MIT sBIISIIOT-
Cs1 HOCUTEJISIMU MYTallMil B TeHe SIHYC-K1Ha-
3pI-2 (JAKV617F) unu npyroii yHKIIHMO-
HaJbHO Mogo0Ho# myrtaunu JAK?2, mpuso-
JS1Ieit K mponudepald He TOIbKO KIETOK
3PUTPOOJIACTUUECKOTO Psila, HO M TpaHyJo-
LIUTOB, & TAKXKE METraKapuoOLUTOB.

[IpennonaraloT, YTo B OCHOBE BO3HUKHO-
BeHust MIT nexur tpanchopmanus 'CK.

B pazsutuu U1 BbInensitoT Tpu mnocieno-
BaTeJIbHbIE CTAIUU: TTPOAPOMATBHYIO, TTPe-
MOJULIMTEMUYECKYIO a3y, OCHOBHBIM IPH-
3HAKOM KOTOPOIi SIBJISIETCS yBEJMUEHME Mac-
Cbl PUTPOLUTOB; (Ha3y CTaOWIBLHOIO Teue-
HUST 3200JIeBaHUsI, ACCOLIMMPOBAHHYIO CO
3HAYUTEJbHBIM YBEJIMYEHUEM MAacChl dpH-
TPOLIUTOB; TOCTMOJUIIUTEMUYECKOTO MUeE-
Jno(pubpo3a, Mpu KOTOPOUl pa3BUTUE LIUTO-
MeHUM, BKJIIOYAs aHEeMUIO, OOYCJIOBIEHO
Hea(PHEKTUBHBIM T€MOIMO330M, TUIepCIlie-
HHU3MOM U TIOSIBJIEHUEM 0OYaroB 3KCTpame-
TYJUISIPHOTO KPOBETBOPEHUSI.

B HavanbHbIl epuon y 60abHbIX UTT oT-
MeyaloTcsl ¢1ab0CTh, MOBBIIIEHHAsT YTOMJIS-
€MOCTb, ToJIoBHas1 0oJib. B pa3BepHyTOIA,
IPUTPEMUUECKOI, (paze O0Je3HU CUMIITOMA-
TUKa HapacTaeT. [o10BHas 60b, BCTpeyaro-
masicst y 90% OONBbHBIX, HOCUT XapaKTep My-
YUTETHHOU MUTPEHU. Y OOJTbHBIX OTMEYAIOT-
Cs1 OPUTPOLIMAHOTUYECKAsT OKpacKa KOXU U
BUAMMBIX CJIU3UCTBIX 00osiouek (90%), Gomun
B 00JIaCTU CEPALA, B KOCTIX U HUXKHUX KO-
HeyHocTsX. [TouyTu y MOJIOBUMHBI OOJBHBIX
OCHOBHOI1 XaJjl0001 SIBJISIETCSI KOXHBIN 3y/I.
YacTtel TpoM603bI cocynoB (moutu y 30%
OOJIBHBIX), SIBJISIIOIIMECSI OMHMM M3 OCHOB-
HBIX ocioxHeHuit npu WII, u remopparuu
(v 25% mnanmenToB). HaGmomaioTcss Hapy-
LIEHUSI CO CTOPOHBI LIEHTPAJIbHOM HEPBHOM
CUCTEMBI — OT JIETKUX (DYHKLIMOHATBHBIX (Ha
OCHOBE CTa30B 0e3 TpoMO00Opa3oBaHUs) 10
TSKEBIX HEOOPATMMBIX, OOYCIOBIEHHBIX
TPOMOO30M KPYITHBIX COCY/IOB.

OIHUM M3 OCHOBHBIX MO 3HAYUMOCTU U
4acTOTe KIMHUUECKUX TTPU3HAKOB SIBJISIETCST
crieHoMeranust (y 80% OGonbHbIX). [Tpuan-
HOM ee CIYXWT TOBBIIIEHHOE KPOBEHAIOJI-
HEHMe M y4JacThe B CUCTEMHOM MUEIONpPO-
nmudeparuBHOM mporiecce. [Toutn y 70% mna-
LIMEHTOB OIHOBPEMEHHO OOHApPYXKMBAIOTCS
MPU3HAKHU TeraToMerainu, o0ycIOBIeHHbIE
yCUJIEHWEM KPOBEHATIOJTHEHUSI OpraHa, Mue-
JIOWITHOM MeTariasueil, pazpactaHuem Guo-
pPO3HOIT TKaHU (B MO3IHUX CTaAMSIX 3a00J1e-
BaHUsA).

N3 naHHbIX 1a00paTOPHBIX HMCClIeA0Ba-
HUI OCHOBHBIM /ISl YCTAHOBJIEHUS IMAarHO-
3a WUTI sBasiercst yBelMueHME MacChl KJIIETOK
kpacHoii kpoBu. [lpucymee UII yBenuue-
HHE KOJMYECTBa 3pUTPOLUTOB (6-7x10"/1)
u ypoBHs remoriaobmHa (180-220 r/n)
CONPOBOX/IAETCS BO3PACTAHUEM IOKa3aTe-
JIeil remaToKpuTa. B mepBoii, mpeanonuim-
TeMUYEeCKOM, cTaauu 3abojieBaHUS Ha
HOPMOOJACTUUECKYIO DPUTPOMIHYIO TH-
Mepruia3uio KOCTHOTO MO3Ta yKa3blBaeT
oOHapyXeHHe B TepudepudecKoil KpoBU
HOPMOXPOMHBIX ¥ HOPMOIIUTAPHBIX 3PUT-
pouuTtoB. [1pu gedunure xkenesa, 00ycI0B-
JIEHHOM TIOBBIIIEHHON KPOBOTOUYMBOCTbHIO
WY YaCThIMU KPOBOTEUEHUSIMU, B Ma3Kax
KPOBM MOTYT BBISIBJISITHCSI TUTTOXPOMHbBIE U
MUKPOLUTAPHBIE 3PUTPOLUTHL. B mepude-
pudeckoit kposu 6oJjice ueM y 80% OOIBHBIX
WIT ormeuvaercs HeHTpoUIbHBIN JIEHKO-
LIUTO3 C HEOOJIBLIUM CABUTOM BiieBO. Kosu-
YeCTBO JIEMKOLIMTOB OOBIYHO KoJieOseTcs
B npenenax ot 10 go 20x10°/1. YMepeHHas
6asoduaus Habmonaetcsa y 60-70% mauu-
€HTOB; YacTO OTMEYaeTCcs 203MHOMUIUS.
Bnactel B iupKyaupyolieil KpoBu He 00Ha-
PYXXMBAIOTCSI.

KosnunuecTBo TpOMOOLMTOB MOBBILLIEHO Y
50-80% 6GompHBIX, Y 10% 13 HUX OHO TTPEBHI-
maet 1000x10°/1. B nepudepuueckoii kpo-
Bu nipu UIT moryT oOHapyXuBaThCsl KpyIi-
HbIe TPOMOOLIMTHL M (PparMeHTHI SIAEP Mera-
KapHuOLUTOB.

B Ma3zkax u3 ctepHabHOTO MyHKTaTa KOCT-
HOro MO3ra ormnpejesieTcsl Tunepruiasus,
00yc/IOBJIEHHasl YBeJIMYEHUEM 4Kcaa Kie-
TOUYHBIX 3JIEMEHTOB HE TOJHKO HOpMOOJIac-
TUYECKOTO 3PUTPOIT033a, HO U KIIETOK IpY-
TMX POCTKOB MUENON033a (IpaHyJoluTap-
HOTO, MEerakapMoLUTapHOTO).

Hanuuue runepriactuyeckux npoieccon
npu UII noaTtBepxaaercss u pesyabraraMu
TMCTOJIOTUYECKOTO M3YUeHHUs TpermaHOOMuOo-
MTaTOB KOCTHOTO Mo3ra. [To JaHHBIM ucclie-
JoBatesieil, BXOASIIMUX B IPYIIY MO U3y4de-
nuio MIT (PVSG), KpoBeTBOpHbIE KIETKU
Pa3IMYHOrO MPOUCXOXKICHUS U Pa3HOM cTe-
meHu 3pesocty 3aHuMaroT ot 37 mo 100%
(B cpenrem 80%) Bceil mmiomamu cpe3oB
KocTHOTO Mo3ra. Hambosee BbIpakeHa TH-
Mepria3usi KJIETOK 3pUTPOOIaCTUUECKOTO
psina. 3HAUUTENIbHBIM SIBJISIETCSI U yBEIMUe-
HME KOJIMYeCTBAa MErakapuolMTOB, pa3Mep
KOTOPBIX HTUPOKO BAPbUPYET — OT MaJIbIX JI0
OUYeHb KPYITHBIX C AOTBYATHIMU siapamMu. Me-
rakaprolUTBl B KOCTHOM MO3Te pacrpelie-
JITIOTCST B BUE KiacTepoB. B 25% ciyuaes
yxe B HavanbHOil cramuu WII B KocTHOM
Mo3re 0OHApyKMBAETCsl yBEIMUEHHOE KO-
YeCTBO PETUKYJISIPHBIX BOJIOKOH. B nanbHeii-
meM Tpu3Haku ¢GHudposa Mporpeccupyior,
YTO COYETACTCS C YBEIMICHUEM KIIETOTHOC-
TH KOCTHOTO MO3Ta.

HII aguarHOCTUPYIOT, PYKOBOIACTBYSCH
caenyomMu kputepusmu (A, B), npenio-
JKeHHBIMM 2Kcniepramu BO3:

e Al. YBenuueHue Macchl LIMPKYIUPYIO-
LIMX 3PUTPOLUTOB Ha >25% (=36 Mmi/Kr
VY MYXX4YUH, 32 MII/KT Y KSHIIWH) WA COIep-
XaHus TemMorjaoouHa (>185 /1 y MyXuuH,
165 1/11 y XCHILUH).
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e A2. Myrauuu reda JAK2 V617F unu B
12-M sK30He aKkTUBHUpoBaHHOrO JAK?2.

e A3. UckitoueHue TMPUYMH, BbI3bIBAIO-
LIMX BTOPUYHBII 9PUTPOLIMTO3, BKIIOYASI:

— OTCYTCTBUE CEMEHHOTO 3PUTPOLIMTO3A;

— OTCYTCTBHE TIOBBIIIEHHOTO YPOBHS
sputponostuHa (DI10), BBIZBAHHOTO TH-
MOKCHUEH;

— HacCBbILIEHUE apTepUabHON KPOBU KUC-
soponoMm (pO,) £92%, TeMOTTIOOMHOM C TI0-
BBIIIEHHBIM CPOJICTBOM K KUCJIOPOJY, HECO-
OTBeTCTBYIOIAsi BbipaboTka DI1O omy-
XOJIBIO.

e A4. CruteHoMeranusl.

e AS5. O6Gpa3oBaHUE SHIOTEHHBIX SPUTPO-
WIHBIX KOJIOHUH in Vitro.

e B1. Tpombouuros >400x10°/m1.

e B2. KonunuectBo JIEWUKOIIUTOB
>12x10°/1.

e B3. [lpu TpemaHOOMOIICUM KOCTHOIO
Mo3ra 0OHapyKMBaeTCs MaHMUEI03 C BbIpa-
JKEHHON Tposudepanueil KJIeToK 3pUTpo-
0JJaCTUYECKOTO U MErakapuolUTapHOro psi-
na.

e B4. Huskue yposau DI10 B chiBopoTKe
KpPOBH.

Junarno3 MWII1 ycraHaBiauBaeTcsa Mpu
Al1+A2 1 HaTMYKUK 10000 APYroro Mpu3Ha-
Ka u3 Kareropuu A i npu A1+A2 u JIoObIX
JIBYX MPU3HAKOB M3 KaTeropuu B.

JITMTeTbHOCTh HAYaIbHOW M CTaOMIBLHOM
a3z UII cocrasnser ot 5 no 20 net. [Tpumep-
HO y 10-20% GoJibHBIX HaOIIOZAETCS TIepe-
X0l B ¢hazy MOCTMOJIULIMTEMUYECKOTO MHUE-
Jnodudposa, mId KOTOpOW XapaKTepHO
YMeHBIIeHNe MacChl KJIIETOK KPacHOM Kpo-
B, BBISIBISIEMOE TIPU PAIMOU30TOITHOM MC-
CJIeIOBAaHUM, YBEIMICHHNE CTEIIEHU CTUIEHO-
Merajiuu, ycuiaeHue pruopo3a KOCTHOTO MO3-
ra ¢ yBeJMYEHHUEM KOJMYECTBA PETUKYJISP-
HbIX M KOJUIAr€HOBBIX BOJIOKOH, pPa3BUTHE
LIUTONEHUM, TIOWKWIOLMTO3 U aHU3OLUTO3.
B 3Toit TepMUHANBHON CTaIUK KIETOYHOCTh
KOCTHOTO MO3Ta MOXET BapbUPOBaTh, HO Ya-
e HaOJMIOAAlOTCS TIPU3HAKKM TUIIOTLIA3Uu.
MoryT oTMeuaThCsl IUCTUIACTUUECKHE U3Me-
HEHUsI B KJIETKaxX 3pUTPOOIACTUUECKOTO U
IPaHyJIOLMTAPHOTO PsijJia, HE BbISBISBLINECS
paHee. OOHapyXMBaIOTCS KJIaCTepbl Meraka-
PUOIIMTOB C TUMEPXPOMHBIMU SIAPAMMU.
BrolpaxkeHHBIMU MOTYT OBITb MPU3HAKU
ocTeockyiepo3a. Pa3Butue ouaroB akcTpame-
TYJIISIPHOTO TEMOI033a COUETAeTCs C YBE-
YeHUeM pa3MepoB cese3eHKu. [1pu ructono-
TMYECKOM M3YUYEHUU B CUHYCAX CeIe3eHKU 1
IIHypax buibpoTa ompenensioTcesl KiIeTod-
HBIe 3JIEMEHTBI dPUTPOOJACTUIECKOTO, Tpa-
HYJIOLMTApHOTO Y METraKapuOILUTAPHOTO Psi-
na. Ha sroit cranuu 3a6oneBaHus Habmoa-
€Tcsl 3aMeTHOE yBeIMYeHUe KOJUYECTBa He-
3peJIbIX KpOBETBOPHBIX KJIETOK. B TO e Bpe-
M cofiepxKaHue 6J1aCTOB B KPOBU U KOCTHOM
Mo3re, Kak TIpaBujio, He mocturaet 10%.
OcTphlii JIe11K03, Yyallle BCero MUEIOUIHOTO
MPOMCXOXICHUSI, Bo3HMUKaeT ¥ 1-2% 6oJib-
Hbix UTT, He 1eunBIIMXCS HUTOTOKCUYECKU-
MU mpenapatamMu, 1y 10-15% mnamueHTOB
rocjie  MMEJIOCYNPEeCCUBHOW  Teparuu.
B nmoctnonuuuremMmuueckoii ¢aze puck pas-
BUTHUST OCTPOTO JIeiiKo3a Y OOJbHBIX 3HAYM-
TeJbHO BhIe (23%), YeM B HayaabHOW U
cTabuIbHOM (hase 3aboneBanust (7%).

AaHHble LUMTOreHeTUYecKoro
U MOAEKYASIDHO-TEHETUYECKOr0 aHaAM3a
[ToMMMO yKa3aHHBIX BBIIIE CICIIM(pUUCC-
KWX aHOMaJIMiA, BCTPEYAIOIINecs] B MOMEHT
ycTaHOBJIeHUs nuarHo3a y 10-20% GonbHBIX
HapymeHuss Bkiowaor +8, +9, del(20q),
del(13q), del(1p). ITo mepe mporpeccupoBa-
HUsI 3a00JI€BaHUST YACTOTA MX YBEIMIMBACT-
cs1, mocturast 80-90% B MOCTIMOTMIIMTEMHM-
yeckoi (ase.

MMMyHOLUTOXMMMUS

Pesyabrathl ©MMYyHO(MEHOTUIIMPOBAHMUS
KJIETOK 3PUTPOOJACTUUECKOTO, TPaHYJIOM-
TapHOTO M MEraKapuOLIMTAPHOIO psiia Mpu
WII He uMerT BaKHOTO TUAarHOCTUYECKOTO
3HaueHus. KoianuectBo  1MMOIIUTOB
y 6onpHBIX WUIT B TeueHue 3a0o0jeBaHUS He
IpeTepIieBaeT CYIIECTBEHHBIX W3MEHCHUIA.
OTMeuaeTcsl JIMIIb CHUKEHUE COOTHOILICHUST

CD4"/CD8* cybnonyasunii JTUM@OIINUTOB,
00YCITOBJIEHHOE YMEHBIIIEHHEM KOJIMYeCcTBa
CD8*-kieToxk.

AnddpepeHiimarbHas AMarHocTuka

NuddepennmanbHas nuarHoctuka MIT
TIPOBONTCS C PSITOM 3a00JICBaHUIA U COCTO-
SIHUH, COTPOBOXAAIOIINXCSA BTOPUIHBIM
(cMMNTOMaTUYECKMM)  3PUTPOLIMTO30M.
Paznuyalor BTOpuuHbIE aOCOIIOTHBIE BPUT-
POLIMTO3bI, IJIsI KOTOPBIX XapaKTepHO pas-
IpakeHUe 3PUTPOOTACTHUECKOTO POCTKA
KOCTHOMO3TOBOTO KPOBETBOPEHUS M YBEJTH-
YeHWE MAacChl LIUPKYJIUPYIOLUIUX B KPOBU
SPUTPOLIUTOB, U OTHOCUTEIbHBIE IPUTPOIIU-
TO3bl, B OCHOBE KOTODPBIX JIEKUT CTYIlIEHUE
KpOBU, OOYCTIOBJIEHHOE NEiCTBUEM pa3iny-
HbIX (hakTOopoB. B oHKOremarosoruueckoi
KJIMHUKE O0COOYI0 BaXHOCTh TpHUOOpeTaeT
nuddepeHunanbHasgs auarHoctuka UII
B CTaOWIbHOM (ha3e 3a00J1eBaHUsI U BTOPUY-
HbIX a0COJTIOTHBIX 3PUTPOIIMTO30B, BCTpeya-
IOIIKUXCSl Y OOJBHBIX € TUNEepHehpOMOil,
OITyXOJIIMU TTOYeK W SHIOKPUHHBIX OpTa-
HOB.

MporHo3

[Ipu npuMeHEHMM COBPEMEHHbIX METO-
JIOB T€paNUU Me1MaHa BbIKMBAEMOCTH 00JIb-
Heix UIT mpesbimaer 10 jget. OcHOBHOI
TMPUIMHON CMEPTU TAIMEHTOB SIBIISIOTCS
TPOMOO3bI 1 KpoBoTeueHus, pa3surue M/1C
ni OMJL. Yacrora MJIC u ocTpbIX JIeiiKo-
30B cocTaBisieT 2-3% y GOJNBHBIX, HE JIeUnB-
LIMXCS 1[MTOCTaTUYECKMMU TpernapaTamu,
u 6omee 10% y mwI, TTOMBEPTaBIIUXCS XW-
MUOTEpATIH.

Nepsuynblii Muenodgubpos

[IM® (cMHOHMMBI: XPOHUYECKUIT UANO-
naruyeckuit mMuenodudpos, arHoreHHas
MUEJIOWIHAS MeTarula3usl, UANONaTHIeCKUIA
muenopudpos, Muen0hurdpo3/cKiepos
C MUEJIOMIHON MeTaruia3ueil) — KJIOHAJIbHOe
MIIH, B ocHOBe pa3BUTHUsI KOTOPOIO JIEKUT
TpaHcdopMalusi CTBOJOBBIX KPOBETBOPHBIX
KJIETOK KOCTHOTO MO3ra. XapakTepHble MPU-
3HaKM 3a00JIeBaHUSI — TIPEUMYIIeCTBEHHAS
npoimdepanys KJIETOK MeTaKaprolUTapHO-
IO W TPaHyJOIMTAPHOTO pPsia B KOCTHOM
MO3Te, COMPOBOXIAIOMIASCS pa3BUTHEM
(ubposa u ocTeockieposa; CriIeHOMETanus;
MOSIBJIEHUE 0YaroB dKCTPaMeay UISIPHOTO Te-
MOIT033a; aHEMUST; U3MEHEHUsI B JIEUKOIIN-
TapHOU (hopMyJie KpOBU.

Exxeromgnas 3aboneBaeMocth [IM® B pas-
HBIX cTpaHax coctaisier 0,5-1,5 Ha 100 ThbIC.
HacesneHus. BcTpeuaercsl mpenmmyIiecTBeH-
HO y JIUII MOXMIoro Bo3pacta (60-70 jer),
HO M3pelKa 1 y feTeit. B aHaMHe3e y HeKOTO-
pbIX OOJIBHBIX — BO3/ICCTBUE OeH30Ja U
MOHUBUpYIolIei paguanmu. [Tomaraiot, uyto
CYILIECTBYET ceMeliHasi TpenpacroioXeH-
HoCTb K pazputuio [IM®. OnucaHbl peakue
ceMeiiHble ciyyan (prbpo3a KOCTHOro Mo3ra
Yy MaJIeHbKMX JeTell, OTHOCUMbIE K ayTOCO-
MaJTbHBIM PELIeCCUBHBIM HAPYIICHUSIM.

ITpu pazButuu [IM® oTmevaeTcs 3BOIIO-
us — OT HavaJbHOU mpeadudopoThIecKoi
CTaauu 3a00JieBaHUs, XapaKTepusylolleics
TUTEPKJIETOYHOCThIO KOCTHOTO MO3ra M OT-
CYTCTBMEM MUHUMAJIbHbIX MPU3HAKOB PETU-
KynsgpHoro ¢hubposa, 10 CTaiuu BbIpaKeH-
HOTrO0 KOoJU1areHoBoro (pubposa u ocreockiie-
po3a.

OCHOBHBIE XaJIOObl MALMEHTOB IIPU I10-
CTYIUIECHUU B KJIMHUKY — CJ1a00CTh, YMEHb-
LIEHUE MacChl TeJa, JIMXopajaka, 001 B KOC-
TSIX, MHOT/Ia TeMOpparuueckKue mposiBICHUSI.
K umcny Hambosee BaskKHBIX KITMHUYIECKUX
MPU3HAKOB OTHOCAT HaJIM4yue CIIEHOMeTa-
mun (y 90% maumeHTOB) U rernaToMeraiuu
(B 50% cnyuaeB). Y 30% GOJBHBIX TIepPBOHA-
YaJlbHO OTCYTCTBYIOT KaKue-TUM00 CUMITO-
MBI, ¥ 3a060JieBaHUE BBISBISACTCS CITy4aitHO
(Ha ocHOBe OOHapyXeHUSI YBEIWYECHHOMI
B pa3Mepax CeJIe3eHKHU U pe3y/IbTaTOB aHaJIN -
3a KPOBH).

[Ipu pyTuHHOM aHanu3e nepudepudec-
KOl KpOBU OMpejessieTcsl aHeMusl, JielKo-
LIUTO3 U/WJIA TPOMOOLIMTO3, HATTMUUE SIPO-
coJiepXKaluX KJIeTOK 3pUTPOOIaCTUIECKOTO
psiga. Y OOJIbIIMHCTBA OOJIbHBIX aHEMMSI

HOpMOXpoMHast. Y 50% manmeHToB ypoBeHb
remoryioonHa He mipesbimaer 100 r/a, a y
20% — <80 r/n. [TocTOTHHBIMU MTPU3HAKAMU
SIBJISIIOTCSL aHWU3OLMTO3 M TONKWIOLUTO3,
HaJlMyre MOWKWIOLUUTOB B (hopMe Cle3uH-
ku. KonnuecTBo peTuKyI0LUUTOB YMEPEHHO
YBEJMYEHO U MOXKET KoJiebaThCsl B 3aBUCH-
MOCTH OT CTaauM 3abojeBaHus. [1pu Haam-
YUU ayTOMMMYHHOTO TeMOJIM3a KOJIUIECTBO
PETUKYJIOLUTOB yBeJauuuBaeTcs 10 5-20%.

KomnuectBo neitkountoB y 40% GONbHBIX
konebnercst B mpenenax 10-25x10°/n, y He-
kotopbix mpeBbiaeT 40x10°/1. B kpoBu
nanueHToB ¢ [IM® BcTpevaroTcs TUIEp- U
TUIIOCETMEHTUPOBAHHbIE JIEHKOIUTHI, He-
0O0JIBILION MPOLIEHT HE3PEJIbIX KJIETOK IpaHy-
JIOLIMTAPHOTO psiia (MUEJOILIMTOB U ITPOMUE-
JIOIIMTOB). YpoBeHb KieTok CD34*, BbIsiBsI-
eMBIX B Tepudepuueckoit kposu y 40%
OOJBHBIX, OOBIYHO He TMpeBbiiraer 1-5%.
VBenuueHue Ux cofepxxaHus gaxe o 10%
elle He COYXUT IMokasaTejeM Iepexoaa 3a-
0osieBaHMs B Oosiee arpecCUBHYIO ¢hazy Win
TpaHchopMalMu B OCTPHIi JieliKo3. 3ame-
THUM, 49TO TOHOOHBIE KJIETKM, KaK TPaBUIIO,
He 00HapyKUBAIOTCS B KpoBU 00mbHBIX UIT
u OT. TlokazaTean aKTMBHOCTHU IETOYHOM
(ocdarazpl B HeilTpoduiax, BbISBIsIEMON
MPpU LIUTOXMMUYECKOM HMCCJIEI0OBAaHUMU, KaK
MpaBWJIO, TOBBIIIEHBI, HO B psle CIIy4acB
MOXET HaOJII0IaThCsl HOPMAJTbHBIN YPOBEHD
U daXe CHIKeHUe (hepMEeHTaTUBHOM aKTUB-
Hoctu. [Ipu uccaenoBaHuy Ma3koB nepude-
puyeckoii KpoBu 60sbHbIX [IM® oTMeuaeT-
¢ ymMepeHHas 0a3zoduius; KOJIMYeCTBO
MOHOIIUTOB, KaK MpaBWJIO, HE W3MEHEHO;
HepeIKo HaOMoAaeTCsl OTHOCUTETbHAS JTUM-
dormeHus.

Y wmHorux manueHToB ¢ [IM® moxer
OMpeNnesTbCsl YBEJIMUYEHHOE KOJIMYECTBO
TpoMmbouuToB (10 500x10°/m). B Ma3kax me-
prepUIeCcKOil KPOBY BBISIBIISTIOTCST aTUTTNY -
HBIe, KPYITHBbIE W TUTOTPaHYJISIPHBIE TPOM-
OOIMTBI, aHOMAaJIbHble METraKapuOLUTHI,
B TOM YMCJIe MUKPO-, TIPOMEraKapyuoLUThl 1
TOJIble SIpa MErakapuoluTOB.

AHanu3 MHeJorpaMMbl MPU H3YYEHUU
Ma3KOB KOCTHOTO MO3Ta, IMOJYYeHHBIX TpU
CTepHAJIBHON TYHKIIMH, He SIBIISIETCS TTOKa-
3aTeIbHBIM. Pe3ysbraTel BO MHOTOM 3aBHUCSIT
OT TOTO, TIOTaja JIM UTJia B OYar MUEJIOUAHOM
TUIMePIUIa3uu WM B y4aCTOK C BbIPaKeHHBIM
(ubposoM u ocreocknepo3oM. bosee uH-
(bopMaTUBHBIM TPU YCTAHOBJICHUU TUATHO-
3a [IM® gBisercs: TMCTOJIOIMYECKOe U3yde-
HUE TPErnaHOOMONTATOB KOCTHOTO MO3Ta.
IIpun 3TOM TpakTUYeCKW BO BCEX CIydasix
onpeeNsieTcsl TMMePKIETOUHOCTb KOCTHOTO
Mo3ra, Kak mpaBuio, auddysHas u pexe
ouaroBasi. CUHYCBI KOCTHOTO MO3Ta paciin-
pPEHBI M 3aIOJIHEHBI MPOIUDEPUPYIOITUMU
KPOBETBOPHBIMU KileTKaMu. [IpencTaBieHb
KJIETOYHBIE 3JIEMEHTBI BCEX TPEX OCHOBHBIX
JIVMHUI MMENoIos3a, XOTS B OTAEJbHBIX
yyacTKax Cpe30B MOXET OOHapyXMBATbCS
npeodanaHue KJIETOK TOTO UJIM MHOTO TUTIA.
V¥V 90% 6onBHBIX OTMeUaeTCsT 3HAUNTETbHOE
KOJIMYECTBO aHOMAJIbHBIX MErakapHuOIUTOB
C M3MEHEHHBIM SIIEPHO-IIMTOTIa3MaTUUeC-
KHMM OTHOIIEHUEM, KOHIEHCUPOBAHHBIM
XPOMAaTUHOM s1pa, 00pa3ylolInX KIacTepbl
u3 3-10 kJ1eToK. DTH KJIacTepbl 4YacTo Mpuiie-
rafoT K KOCTHBIM TpabekymnaM. VX mmeHTH-
(ukanmst obseryaeTcss P UMMYHOTUCTO-
XMUMMUYECKOM UCCISTOBAHUM C MCITOJIb30Ba-
HMEM MOHOKJIOHAJbHBIX aHTUTEJ, pearupy-
IOIIUX C aHTUTeHAMM MerakapuoluTOB
(CD41, CD61). YBenuueHO TakxKe KOJTUJec-
TBO TPaHYJOLIMTOB C YMEPEHHBIM CIBUTOM
BJICBO U TpeobIagaHueM MeTaMHUeOIUTOB
U TaJIOUKOSIIEpHBIX HelTpoduios. Komu-
4eCTBO MUEJI00JaCTOB CYIIECTBEHHO HE YBe-
JIM4YeHo, Kiuacrepbl U3 CD34" keTok He 00-
HapyXWBarOTCSI. Y OOJBbIIMHCTBA OOJBHBIX
OTMeYaeTcsT PeAyKILMs KJIETOK 3pUTpobdac-
TUYECKOTO DPsifia, HO B OTIAEJBHBIX CIydasx
BBISIBISIIOTCS paHHME KJIETKU-TPEAIIecT-
BEHHUKU 3PUTPOIOI3A.

CrereHb BbIpaXXeHHOCTU (DrbOpo3a Koied-
nerca. B paHHeit cragum 3abosieBaHUS
y OOJIBIITMHCTBA OOJBLHEBIX METOIOM cepedpe-
HUSI OTIpENeNISeTCS] YBETMISHHOE KOJTMUIECTBO
PETUKYJISIPHBIX BOJIOKOH, PACIoJIaralolmxcs

MPEUMYILECTBEHHO BOKPYT cocynos. Komna-
T€HOBBIX BOJJOKOH HeMHoro. [1pu pazButun
MHTEHCUBHOro (ubpo3a U BO3ZHUKHOBEHMUS
04YaroB CKJjepo3a KJIETOYHOCTb KOCTHOTO
MO3ra B OTHEJIbHBIX y4acTKax CHUXKAeTcsl.
HeOGosbie oyaru coxpaHUBIIMXCST KJIETOY-
HBIX 2JIEMEHTOB MErakapuolUMTapHOTO W
TPaHYJIOIUTAPHOTO Psa pa3aeeHbl BOJTOK-
HaMU COeTMHUTEbHOM TKaH!. B HeKoTOpbIX
yJacTKax KOCTHOTO MO3Ta KpPOBETBOPHbIE
KJETKM TOYTU MOJHOCTbIO OTCYTCTBYIOT,
(pubpo3Hasi TKaHb LIEJIMKOM 3aroJIHSET
MEeXTpaOeKyJIsIpHbIe TIpocTpaHcTBa. B oc-
TEOCKJIEPOTHUECKOI (ha3e B KOCTHOM MO3Te
00pa3yIoTCs IIMPOKUE HEepaBUIbHOM (hop-
MBI TpabeKyJsbl, 3aHuMarwome o6onee 50%
MPOCTPAHCTBA KOCTHOTO MO3ra.

Hawubonee yacto ouaru skcTpaMemysisip-
HOTO TeMoT1033a y 60mbHBIX [IM® pa3BuBa-
I0TCS B cejie3eHKe M redeHu. B ceneseHke
OoTMeYaeTcsl MHOWIBTpALMS KPacHOM IyJib-
bl KJIETKaMU 3PUTPOOJACTUYECKOTO, Ipa-
HYJIOLIMUTAPHOTO Y METraKapuoLUTaAPHOTO Psi-
na. HaGmionaiorcsi mpu3HaK¥ HEOAHTUOTe-
He3a.

IMosenenune y 6ompHBIX [IM® 10-19%
6yacTOB B rnepubeprueckKoil KpoBU W/WIN
KOCTHOM MO3re M OmpelesieHre Ha OCHOBE
MMMYHOLMTOXUMUYECKOTO MCCIeI0BaHMS
yBeJquueHHoro kojmdectBa CD34" kjeTok,
00pas3yolmx KjaacTepbl BOJM3U 3HIOCTA,
yKa3bIBaeT Ha Iepexon 3aboneBaHus B (azy
akcesnepanuu. Hanmune >20% 671acTOB CBU-
JIETeJIbCTBYET O TpaHc(OpMalUK B OCTPBIi
JIEKO3.

AaHHble reHeTU4ecKoro
U MOAEKYASIDHO-TEHEeTUYEeCKOro aHaAM3a
Tenetnueckue aedeKThl, cnenuduueckue
TosibKO Uit [IM®, He uneHTU(ULIMPOBAHBI.
[puomsurensio y 50% 6GompHbx [TM®
obHapyxuBatotcs myrauuu JAK2 V617F
Hammume ganHo#t MyTaum, oOHapy:KeHHOM
takke nipu WII1 u DT, moaTBepxkmaeT Kio-
HaJIbHYIO TIpUPOAY TIpolecca mpoaudepa-
1IUM, HO He T03BOJIsIeT OTInYuTh [IM®D ot
ykaszaHHbIX (opm MITH. ¥V 30% nmauueHTtoB
¢ [IM® BBIABISIOTCSI LIUTOTEHETUYECKIUE
aHomanuu, Takue kak del(13)(ql2-22) wiu
del(6)t(1;6)(q21-23;p21.3). K gucny Hanbo-
Jiee 4acThIX MOBTOPSIONIMXCSI aHOMAIUI OT-
Hocsares del(20q), mapuuaabHas TPUCOMUS
1q. OnucaHbl Takxke Takue aHOMaJIUM, Kak
+9 wu/wnmu +8. Kapuotunuueckue aHoma-
JIUY, KOTOPbIE BHISIBJISIIOTCS B MOMEHT yCTa-
HOBJIEHMSI AMAarHo3a, OTHOCSTCS K YMCITy He-
OJIarOMPUSTHBIX MTPOTHOCTUYECKUX TPU3HA-
KOB. B psine ciyyaeB 3BOJIOLMST KApUOTHIIA
accoluMpyetcst ¢ TpaHcdhopMaluein B ocT-
pBIi JIEMKO3.

(dakTopbl NpOrHo3a

BorkuBaemocth 60mbHBIX [IM® KOME6-
JIETCS OT HECKOJIBKUX MECSILIEB 10 AeCATUIe-
TUii. B OCHOBHOM MpPOTHO3 3aBUCUT OT CTa-
MM, B KOTOPOil 3abojieBaHME ObUIO aMa-
THOCTUPOBAHO. Y OOJIbHBIX, Y KOTOPBIX
[IM® 6bi1 pacnio3HaH B cTaguu (Huodposa,
MeraHa BbIKMBAEMOCTH COCTABIISIET OT 3 10
7 netT. Y mauueHTOB, Y KOTOPBIX AMArHo3
IIM® 6bin ycTaHOBJIEH B paHHeW Tipenduo-
pO3HOIi cTaguu, mokasatenau 10-1eTHel Bb-
SKMBAEMOCTH COCTaBISIOT 72%, a 15-neTHeit —
59%. K aucy HeOIaronpusTHoIX (hakTOpOB,
onpeneasieMbIX B MOMEHT YCTAHOBICHMS Tha-
THO3a, OTHOCSTCS BO3pacT OOJbHBIX (Oosee
70 net), ypoBeHb remoriaoduHa <100 r/i, ko-
sndectBo TpomobouutoB <100x10°/1, obHa-
pYyXeHUe B Ma3Kax rnepudepuueckoil KpoBu
He3pesbIX KJIeTOK TIpaHyJOIUTapHOTO psiia
(>10% MuenouUTOB, MPOMMEIOIUTOB MU
0JIaCTOB), HAJIMYME AHOMAJIMI KapuoTHIIa.

OCHOBHBIMU TMPUYMHAMU CMEPTU OOJIb-
HBIX SIBIIIOTCSI MH(PEKIMOHHBIE OCTOXKHE-
HUs, KPOBOUBIUSHUS, TPOMOO3IMOOIUU.
Tpancdhopmanuss B OCTPBIM JIEMKO3, Kak
MPpaBUIO, MUETOUTHOTO TPOUCXOXKICHUSI,
otMevaetcst Y 5-30% OGOJBHBIX — KakK IOJ-
BEpraBlUIMXCs, TaK U He MOABEepPraBLINXCS
JIECTBHIO LINTOTOKCUYECKOI Teparuu.

IIponomkenue caenyer.
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