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Beryniienue

Muenonucrnnactuueckue cuaapomsl (MJIC) npencraBisitor coboil rpymiy
3a00JIeBaHUN C TEPBUYHBIM MOPAKEHUEM KOCTHOTO MO3ra, NpPOSBIAIOMIMXCA B
TOM, YTO KOCTHBIM MO3I' HE BbIpaOaThIBAET JOCTATOYHOIO KOJMUYECTBA 30POBBIX
KJIETOK KPOBH.

MuenoaucniacTH4eCKUMU  CUHAPOMaMHU  CTPAJaloT, TJIaBHBIM  00pa3oM,
MOKUJIBIE JIFO/IU (BO3pACT OOJBIIMHCTBA OOJBHBIX OT 60 10 85 5eT), 0lHaKO UMHU
MOTYT 3a00JIeTh U Jtou 60see monoaoro Bo3pacta (ot 30 ner). [To Tumam MJIC
paznuuaroTcs Ha nepBuuHble (Mauomnaruudeckue) — 80-90% ciyudaeB, BTOpUYHbBIC
(BciencTBHE TPEANISCTBYIOMIEH XuMHOTepanuu u Ap. ¢akropoB) — 10-20%.
Crnopaguueckue, (paMuibHbIe — PEIKO BCTPEUYAIOTCS, HO B 3TOM CIIy4ae HaJo
uckioyath aHeMuro DaHKOHM WM Jp. BapuaHThl (PEHOTUIIA C MYTATOPHBIMU
reHamu. S-netHss BbbkuBaeMocTh pu M/IC He npesbimaet 60%.

3a HEOOJNBIUMMHU MCKJIIOYEHUSMH, NPUYMHBI BO3HUKHOBeHusa MJIC
HEHU3BECTHBL. Y HEKOTOpBIX JroAed onucaH BpoxaeHHbI MJIC. Ecnim takon
BHEIIHUNA (aKTOp YCTAHOBUTh HEBO3MOXKHO, TO 3a00JIECBAHUE HAa3bIBAIOT
«nepBuyHbIM MIC».

@aktopamu pucka nepsuuHoro MJIC cuuTaroTCs KOHTAaKT C TOKCHHAMH
(OeH3uH, OpraHUYecKUe PacTBOPUTENH, MECTUIINIbI), HOHU3UPYIOIIEee U3ITyYeHHE,
KypeHHe, BPOXKICHHBIE M HACJE/ICTBEHHbIE 3aboseBanus (aHemust DaHKOHW,
TsDKEJIasi BPOXKICHHAs HeutTporieHus, cuHapoM IlIBaxmana-/laiiMoHma, aHeMwust
Haitmonna-bmkdana), noxwnoi Bozpact. Bropuunsiii M/IC MoxeT pa3BuBaThCS
MoCJIe  TPEAMISCTBYIONEH XUMHOTEpPAluu  OHKOJOTHYECKOTO  3a00JIeBaHUS
(mumdoma XomKKIHA, PaK MOJIOYHOM KEJIe3bl U JIp.) WIH MOCJE TPAHCIUIAHTAIlUN
KJIIETOK KpPOBH B pPE3yJbTaT€ MYTareéHHOI'O BO3JEHCTBUS psifia JIEKAPCTBEHHBIX
npemnapaToB (MexJ0peTaMuH, IpokapOa3uH, XJI0paMOyIIUI U Ip.).

Ybeoumenvnoix oannvlx, ceudemenvcmeyrowux o mom, umo MJC mocym
8bI3bIBAML KaKue-1ubo supycvl, omcymcmeyiom, nosmomy MIC une moocem
nepeoasamvcs OKpyscaowum o0am. I1ockonvbKy uieHvl cembu He HAX00AMCs 8
2pynne NOGbIUEHHO20 PUCKA, OHU He OO0JNHCHbL NPOXooums OONOIHUMENbHOe
obcredosanue.

M/C pa3BuBaeTcs B pe3yjbTaTe€ HApyLIEHUS HOPMAaJIbHON NESITEIbHOCTH
KOCTHOT'O MO3ra.

OcHOBHOM (pyHKIIMEWH KOCTHOTO MO3ra SIBJISIETCS BbIpaOOTKA KIETOK KPOBH, K
KOTOPBIM OTHOCSITCSI 3PUTPOLUTHI, TPOMOOIUTHI M JeHKOIUTH. Kaxknas u3 »Tux
KJIETOK TOCJI€ BBIXOJA M3 KOCTHOIO MO3ra BBIIOJHSET BAXKHBIE, COXPAaHSIOIINE
XKU3Hb, (yHKIMH. OT HUX 3aBUCHUT OOECHEUECHHUE TKAHEW M OPraHOB KHCIOPOJIOM
(3pUTPOIUTHI), OCTAHOBKA KPOBOTE€UEHHUSI (TPOMOOLUTHI) U 3alUTa OT UH(EKIHA
(;tefikouuThl). B 370pOBOM KOCTHOM MO3r€ HaXOJISATCS HE3peJble KIETKH KPOBH,
Ha3bIBAEMbIE CTBOJIOBBIMU  KJI€TKaM WM  KJIETKaMU-IPEAlIeCTBeHHUKaMU
KOTOpbIE, MO Mepe HEOOXOAMMOCTH MPEBPAILAIOTCS B 3pEJble 3PUTPOLIUTHI,
JEUKOUUTHI U TPOMOOIUTHI, BHITTOJIHSIOIINE CBOU (PYHKIUH.

[Ipu MJIC 5Tu CTBOJNOBBIE KJIETKHM MOTYT HE JOCTUraTh 3PEJIOCTH U (WJIN)
UMETh COKPAICHHBIN XU3HEHHBIN IHMKJ, TOTH0asi B KOCTHOM MO3T€ JI0 CBOETO



BBIXOId B KpPOBb, YTO MPHUBOAUT K YMEHBIICHUIO KOJIMYECTBA 3PENbIX
LHUPKYJIHPYIOIUX KIETOK KPOBH (TaKk Ha3blBaeMasl LIUTONIEHUS) U, COOTBETCTBEHHO,
cHKeHuto ux pyHkuu. Kpome Toro, 3pesbie KIETKH KPOBU, LIUPKYJIHUPYIOIIUE B
nepupepruueckol KpoBH, MOTYT HENPaBWIBHO (PYHKIMOHUPOBATH M3-3a, TaK
Ha3bIBAEMOM, JMCIUIA3UH - aHOMAIUSIX (OPMBI WM MOP(HOIOrUU KJIETOK KPOBH,
HaXOJSIIUXCSl B KOCTHOM MO3Te W/Win nepudepudeckoi KpoBH.

HecrocoOHOCT KOCTHOrO MO3ra BbIpa0AaThIBATH 3/I0POBBIE 3pEIIbIE KIETKU
BO3HUKAET IOCTENEHHO, a MOTOMY NAlUMEHThl MOTYT JJUTEIbHO CTpajaTh OT
MOCJIC/ICTBUN 3a00JIeBaHMsI, TAKUX KaK aHEMHs, KPOBOTOUYMBOCTh M CHUKCHHAas
conpoTuBisieMocTh uHpekusaM. Kpome toro, y 30% mnamuentoB MJIC MoxeT
Pa3BUBATHCS OCTPBIA MUENTOUIHBIN Jetiko3 (OMII).

Kiaununyeckue MPOsAABJICHUHA

MHorue OOJIbHbIE HAa paHHUX CTAAUSIX 3a00JIEBaHUSI HE UCIBITHIBAIOT
HUKAKUX CUMIITOMOB, T.K. B KPOBU HAXOJUTCSI JOCTATOUHOE KOJUYECTBO 3PEIbIX
kJeTok. OJHUM U3 CaMbIX XapaKTEPHBIX CUMITOMOB B Hadajie OOJIE3HU SIBISETCS
aHeMusl (MIOHMKEHHOE KOJIMYECTBO IPUTPOIIUTOB, FTEMOTJIOONHA U TEMATOKPUTA).

BonbHbIe, cTpanaroliie aHeMHeH, 0OBIYHO MCIIBITHIBAIOT MOCTOSSHHOE YyBCTBO
yCTaIOCTH, C1ab0CTh, CHIDKEHHE pPabOTOCIOCOOHOCTH, HECIMOCOOHOCTh K
KOHIICHTpAI[MK BHUMaHUsA. JIydlile mepeHoCsIT aHEMHIO JKEHIIMHBI, YeM MYKUHHBI.
I[To Mepe HapacTaHUs aHCMHUHU TPUCOCAMHSCTCSA YydYaIllCHUE CepJIlecOncHus,
3aTPyJHCHHE JbIXaHUS, COHJIMBOCTH, TOJOBOKpYXcHHE. B0O3MOXHO pa3BUTHE
00MOpoKkoB. OCOOCHHO TSHKEIO aHEMHUIO TIEPEHOCST MOXKHUIIbIC TTAIMESHTHI U JIFOIH C
3a00JIEBaHUSAMU CEepJIlla M JICTKUX: Y HUX MOXKET Pa3BUTHCS CTCHOKapaus (0O B
obmactu cepana), uWHGAPKT MHOKapJa, HApPacTH  OJBIIIKA, CHU3UTHCS
MEPEHOCUMOCTh (PU3NYECKUX HArpy30K, MOTYT Pa3BUTLCSA HAPYIICHUS pUTMa
cepana.

[Tpu mopakeHnHn COCyIOB HIDKHUX KOHEUHOCTEW YCHUIIMBAIOTCS MPOSIBICHUS
TaK Ha3bIBAEMOIl MeEepeMeKarollel XpOMOThI (MOsBIEHUs OoJjied B HOrax IpHu
x0/1b0€ Ha HEeOObIINE pacCTOsIHUS). [loamomy wacmo 06 usMeHeHUsxX 8 aHAIU3ax
KPOBU Y3HAIOM 80 8peMsi 00C1e008aHUs NO NOBOJY MePANnesmuyeckol namoao2uu.

Yacto GonbHBIE MPOXOJAT JICUCHUE aHEMMH M0, HaOII0JIEHUEM TepameBTa,
KOTOPBIA MCIIOJNB3YET C OTOM LENbl0 Mpenaparbl jKejie3a, BUTaMUH B2,
dbonueByr0 KHCIOTYy, HO HE JOCTUTraeT Yycmexa, T.e. aHEeMHsS SBISETCS
«pedpakrepHOi» (YCTONYHMBOM) K 3TUM CTaHAAPTHO MPUMEHSEMBIM Ipernaparam,
YTO MOJKET MOCTY>KUTh MTOBOJOM JIJI1 KOHCYJIbTAI[UW Bpaya-reMaToJiora.

AHEMHUSI MOXET COIPOBOXAATHCA CHIDKEHHEM KOJMYeCTBa HEUTpo(duion
(meiitponeHusi) M TpoMOOUUTOB (TpomOoumToneHus). Huzkoe KoamyecTBO
neiikouuToB B KpoBu (HopMa oT 4000 no 10000 neitkonuToB B 1 MHKpoOJIUTpe
KpPOBHU) CHMKAET COMPOTHUBIISIEMOCTh OpraHU3Ma, MPEXJIe BCero, K 0akTepuaabHON
uHpeknuu. bonpHble HepeAKo CTPalalT PEUUAUBUPYIOIIUMH  KOXHBIMU
UHQEKIUAMU, UHPEKIUAMH yXa, ropja U Hoca, OPOHXO-JIETOUYHBIM HH(EKUUIM
(OpOHXUTBI, THEBMOHUN) U MHQEKUHUIMH MOYEBBIBOIAIIMX IYyTEH, MOJOCTH pTa
(cromMaTuThI) U 3yOOB, CONPOBOKIAEMbIE TIOBBIILIEHUEM TEMIIEPATYPHI.



[Ipu TpomOouMTONIEHNN (HOpMabHOE coaepkanue B kpou oT 130000 o
450000 TpoMOOLIMTOB B 1 MUKpPOJIUTPE KPOBU) Y OOJIbHBIX OTMEYAETCs
MOBBIIIEHHAs] KPOBOTOUYHUBOCTh CO CKJIOHHOCTBIO K 00pa30BaHUIO CUHSKOB U
BO3HMKHOBEHHUE KPOBOTEUEHHUN JJaXKe B pe3yJIbTaTe HE3HAUYNTENbHBIX yIapOB U
napanut. /{15 ocTaHOBKM KPOBOTEUEHUS JaXke MPU HEOOJIBIINX MOPE3ax MOXKET
TpeOoBaThCs OOJIbIIIE BPEMEHHU, 4YeM OObIYHO. Tskenas TpOMOOLMTONIEHHSI, YTO
HaOJII0JaeTCs B PEAKUX CiIydasiX, HAaCTyHaeT MpU YMEHbUIEHUH YHClia
TpoMOoLuToB HIKe ypoBHs 20 000 B 1 Mk mimn 20x10°/11 1 conpoBoxkaaeTcs
KPOBOTEUEHHUSIMH.

KpoBomnonrekun MoryT OBITh 3HAYHTEIbHBIMH, HEKOTOPHIE pa3MepoM C
Jaa0Hb. Hepenkumu SBIISIFOTCS HOCOBBIE KPOBOTEUYCHHUS, U OOJIBHBIC JKATYIOTCS Ha
KPOBOTOYHMBOCTb JIECEH, HAIPUMEDP, BO BPEMs CTOMATOJIOTHYECKUX MPOLEAYP, A Y
KEHIUH MOTYT OTMEUaThCs 00Jiee OOMIbHBIE MEHCTPYalbHbIE KPOBOTECUEHUSI.

Hayuenmy c¢ MJ[C pexomendyemcss KOHCYIbMUPOBAMbCS C  8PAYOM-
2emMamono2om npedcoe, vem 00pamumsvcsi 3a CMOMAMOJOSUYECKOU NOMOUBIO,
VUUMBIBAs. PUCK BO3HUKHOBEHUS KposomeyeHuli u ungexyuil. bonee moeo, no
NOKA3aHUAM ~ MO2ym  Oblmb  HA3HAYEHbl  JIeKAPCMGEHHble  Npenapamul
(npogunakmuyeckuii npuem anmudUOMuUKos, op.).

JInarnoctuxka

l. IlepBpim marom B  guarHoctuke MJIC  sBusiercss  MpoBENEHHE
KJIMHAYECKOTO aHaJihu3a KPOBU MYyTEM B3STHS MPOObI KpOBU M3 BEHBI. B mpobe
KPOBH OIPEAEISAETCS KOJIUYECTBO KIETOK KPOBU (3PUTPOLUTOB, JEHKOLIMTOB M UX
MOJITUTIOB, a TAKXKE TPOMOOIIMTOB), (hopMa U pasMep IPUTPOIUTOB U JICHKOIIUTOB.

2. Jlng WCKIrOYeHHs HamOoJiee YacTO BCTPEYAOIIMXCS AHEMHHM MIPOBOISAT
HCCJIEI0BAHUE CHIBOPOTKU KPOBH, I'JI€ ONPEIEISIIOT YPOBEHD Keje3a U (peppuTrHa
(olleHKa 3amacoB  JKeJe3a B opraHusme), BuTamuHa Bp,u  (donueBoi
KHCJIOTBL, 3pUTPOIIOATHHA (O€10K, KOTOPhIM BbIpaOaThIBAETCS B MOYKAaX B OTBET Ha
HU3KUN YPOBEHb COJEP)KAHMSI KHUCIOPOJa B TKaHSAX OpraHu3ma, CTUMYJIHPYET
o0pa30oBaHUE€ SPUTPOLUTOB B KOCTHOM MO3TE).

3. Ecnu npuymHa nopa)xeHust KOCTHOTO MO3ra IMPU3HAETCS BEPOATHOM,
MOKa3aHO MPOBEACHUE UCCIENOBAHUS KOCTHOTO Mo3ra. Mcciie1oBaHue KOCTHOTO
MO3ra BKJIIOYAET UCCIIEI0BAHKE acliupaTa KOCTHOIO MO3ra (aHaJIu3 MHUEJIOTPAMMBI,
[IUTOJIOTHYECKOE UCCIIEAOBAHKE ), TOJYy4aeMOT0 IyTEeM B3STHS MPOOBI )KUIKOTO
KOCTHOTO MO3ra, U TpenaHoOuonTaTa KOCTHOTO Mo3Ta (ITpoObl KOCTHOU
COCTaBJISIIOIIECH KOCTHOTO MO3Ta).

B nporecce ucciienoBaHus KOCTHOIO MO3ra ONPEIEIISIFOTCS:
1) mpouieHTHOE coepx’aHue 0JaCTOB U KIETOK C MPU3HAKAMH TUCILIA3UH;
2) coaeprKaHue *Keye3a B KIEeTKaX IPUTPOUTHON CEPHH;

3) XpOMOCOMHBIE aHOMAJIMH, KaK HallpUMEP, OTCYTCTBYIOIIHNE UITU
JOTIOTHUTENIbHBIE XPOMOCOMBI B KJIETKaX KOCTHOTO Mo3ra. JIroObie anoManuu
OIMCBIBAIOTCS B OTUETE O pe3yJIbTaTaX reMaTOJIOrMYeCKOro UCCIEN0BaHus, a
XPOMOCOMHBIE aHOMAJIMH (OTCYTCTBUE WJIN AEIELUS XPOMOCOM, & TAK)KE HATUUNe



M3MEHEHHBIX WM JOMOIHUTEIBHBIX XPOMOCOM WM YaCTEH XpOMOCOM)
BKJIFOYAIOTCS B OTYET O PE3yJIbTaTaX HUTONEHETUYECKOrO uccaeqoBanus. B
nanbHeeM y 601pHbIX MIC mpoBOsATCSA OBTOPHBIE UCCIIEI0BAHUS KOCTHOTO
MO3Ta JjIsl TOTO, 4YTOOKI onpenenuTh kinHudeckuit ctatyc MJIC ¢ TeueHuem
BPEMEHH (PEMUCCHSI, CTAOMIN3AIIMS, TPOTPECCHUS) U OLEHUTH P HEKT TPOBOIUMOM
TEepAIUU.

Omnpenenenune crenenn Taxectd M/IC y yenoBeka

Ha ocHoBaHuM nony4eHHON MHPOPMALMU HE TOJBKO YCTaHABIMBACTCS
aunarHo3 M/JIC, Ho u onpenensercs NoATUI O0JNIE3HU U TPOTHO3 TEUCHUS Y
KOHKPETHOTO naruenTa. it 3Toro pa3paboTaHbl pa3IudHbIe CUCTEMBI
knaccudukanuu. CorimacHo nocieHed U3 IpeIoKEeHHbIX KilacCu(UKaIINH,
n3BeCTHOM oA HazBaHueM «Kiaccudukanusa BecemupHoi opranuzanuu
3npaBooxpanenus (BO3)», cymecTByer mecTs pa3nuuHbix noarunos MJIC,
pazziereHre KOTOPhIX OCHOBAHO Ha aHAJIM3€ KPYIHBIX MEXIYHAPOJAHbIX 0a3
JaHHBIX U Ha JIy4IllleM MOHUMaHUU IIPOLIECCOB TEUEHUS OOJIE3HU.

B nponuiom mupoko npuMeHsiiach paHko-aMepUKaHO-OpUTaHCKas cCUCTeMa
knaccudukanuu (OAb-knaccudukarnus). Hekotopbie reMaTosioru mpo10JKaoT
M0JIb30BaThCS ATOM CUCTEMOM U B HACTOSAIIEE BPEMSI.

®Ab-kaaccupuranus Obuia pazpadborana B Havane 80-X ToJ0B IPOILIOTo
Beka rpynmoi Bpauei nu3 ®@pannuu, Coenunennsix llltatoB AMepuku u
BenukoOpuranuu, cieninanu3upoBaBmuxcs Ha quarnoctuke MJIC. OCHOBHBIM
KpUTEpPHUEM B JAaHHOW KJIACCU(PUKAIINU SBIISIOCH TIPOIIEHTHOE COJIEP KaHHE
0JIACTHBIX KJIETOK B KOCTHOM MO3T€, IIPU 3TOM MPOIIEHTHOE COACPIKAHNE ITUX
KJIETOK MeHee 2% CUMUTaoCh HOPMaIbHBIM IS 3J0POBOTO KOCTHOT'O MO3Ta.
Cornacno ®Ab-knaccudukanuu pazandaroTcs cuenyromue nate noarunos M/(C:

- pedppaxrepHas anemus (PA);
- pedpakTepHas aneMus ¢ KoibleBbiMU cuaepodiactamu (PAKC);
- pedpaktepHas anemus ¢ u30bITkoM OactoB (PAUDB);

- pedpakTepHas aHeMHs ¢ U30bITKOM 0J1aCTOB B TpaHCchOpMaIuu
(PAUB-T);
* XpOHMYECKUN MHEJIIOMOHOIIUTAPHBIHN jeiko3 (XMMJI).
Cucrema knaccudukannu BO3 nis MJIC y B3pocnbiX O0JIbHBIX COXpaHSET
HEKOTOpbIe dJIeMeHThI cucteMbl DA B-knaccudukam u pacuupsieT KaTeropuu
noaTunoB MJIC. OcHOBHBIE XapakTepUCTUKH ecTu noaruno M/IC,

pasznu4aemMbIx cucteMoi kinaccudukanuu BO3, ocBelieHbl B IPUBEACHHONW HUXKE
Tadaule.

3acityKMBarolllie BHUMaHUs U3MEHEHHsI B cucTeme kiaccudukanuu BO3, mo
cpaBHenuto ¢ cuctemont Ab-kiaccudukanuu, 3aKII04al0TCS B CJICIYIOIIEM:

- pazaenenue noaruna PAUD Ha nBa noarumna;

- uckiaouyeHne XMMII kak caMOCTOSATEILHOIO MOJATHUIIA;



- BkImoyeHne MJIC ¢ XxpoMOCOMHOM aHOMAJIMEN «CUHIPOM S5(-» KaK

OTACJIBHOI'O ITIOATHIIA,

* UCKIIIOUEHHUE MOATUIA pedpaKkTepHasi aHeMuUs ¢ U30bITKOM 0JIaCTOB B
tpanchopmaruu (PAVB-T), koTopslii B HacTosIIIee BpeMs pacCMaTpUBAETCS
Kak mojyjiexkaniuii BkiaroueHuo B OMJI;

- BBeneHue kareropun « MJIC Hexiaccu@uupyembliny.

Peppaxmepnas anemus (PA). boibHBIE 3TON KaTerOpHH CTPAJIal0T aHEMHUEH,

KOTOpasd HC OTBCUACT Ha JICYHCHUC IIPCIIapaTaMU KCJIC3a UJIKM BUTaMHHAMH, TO CCTb

ABJISIETCS pePpakTepHON MO OTHOIICHUIO K TAKOMY JICYCHHIO. AHEMHS MOMKET
COMPOBOXKIATHCS TPOMOOITUTOTICHUEH U HEHUTPOIICHHWEW JEeTKOW WM CpeaHei

TAXKCCTH.

Peppaxmepnas anemus c konvyesoimu cuoepoonacmamu (PAKC). Y
OOJNBHBIX C JAHHBIM BUAOM aHEMHUH OTMEYAETCs AUCIUIA3Us TOJIBKO B
SpUTPOUAHOM psay. CuuepoOaacTel — 3TO KIETKH 3PUTPOUIHOTO Psijia,
coJieprKalllie rPaHyJIbl Kele3a; KOJIbLEBbIE CUACPOOIIACThI SBISIOTCS
aHoMaJIbHbIMU. PepakTepHas anemMust ¢ KOJIbLIEBBIMU CUAEPOOIacTaMH WK 0e3
Hux (PAKC) cuuraercs Haubosnee 100poKaueCTBEHHBIM MOATUIIOM B CUCTEME

kinaccudukaruu BO3.

Peppaxmepnas yumonenus ¢ mynomununetinou oucnaazueu (PLIM/]). B sty
KaTEeropuio BKIIIOYAIOTCS O0JIbHBIC, CTpaiatoiinue pedpakTepHON IUTOTIEHUEH
(YCTOMYMBBIM HU3KUM KOJIMYECTBOM KJIETOK KPOBU KaKOTO-TMOO THUIIA, HAITPUMED,
pedpakTepHO HEUTpOTIEHUEH WK pedpakTepHON TPOMOOIIUTOTICHUEH) U
MMEIOINEe MUHUMAIIBHYIO TUCIIIA3UI0, 10 MEHBIIIEH Mepe, B IBYX THITaX KIETOK
KPOBH, a TAKXKE KOJIMUECTBO 0J1acTOB 5% U MeHee, IM00 KOJIMYECTBO KOIBIICBBIX
cuaepodsactoB Menee 15%. Ecnu konnuecTBO KOIbLEBBIX CUAEPOOIACTOB Y
6onbHoro ¢ PIIM/I nipeBbiaet 15%, craBurcs auarno3 PCMJI-KC.

BO3-knaccnpuxanusa MIAC

Hoarun MIC

Xapakrepucruka

PA

MuHuManbHas TUCIUIa3Usl B OJJHOM THUIIE
KJIETOK KPOBU (KPAaCHBIX KPOBSIHBIX TEJbIIAX
WM spuTpounTax) u < 5% 061acTOB B KOCTHOM
MO3re

PAKC

Jlucrinasust TOJIbKO SPUTPOUTHOTO POCTKA U >
15% xoab1EeBBIX CHAEPOOIACTOB

PIIMI

HMucnnasus (> 10%) B 1ByX WIM TpeX TUIAX
KJIETOK KpoBH, < 5% GmactoB u < 15%
KOJIBIIEBBIX CHIEPOOIACTOB B KOCTHOM MO3TE
(KOJTMYECTBO KOJIBIIEBBIX CHUACPOOIACTOB >
15% nazpiBaetcsa PLIMJI-KC)

PAUDB




KommuecTBO 01aCTOB B KOCTHOM MO3re oT 5%

PAUB 1 10 9%
1)
PAUE 2 KomnnyectBo 61acToB B KocTHOM MO3re oT 10%
1o 19%
Jlicruiazust Ipy HAJIMYUKM XapaKTEPUCTHK,
MAC/MII3 OOBIYHO MPUCYIITUX MUETOMPOIUPEPATUBHOMY

3a0oJieBaHmIo; BKIodaeT XMMJI

boiibHBIE, Yy KOTOPBIX OTCYTCTBYIOT
Cunapom 5q- XPOMOCOMHBIE AHOMAJIMHU, 33 UCKIIOUEHUEM
NENENUU B ITIMHHOM IIJIeYe S-i XpOMOCOMBI

BrroyaeT 00bHBIX C IIUTONIEHUEH B OJTHOM
THUIIE KJIETOK KPOBU, KPOME aHEMUU (TO €CTh, C
HEUTPOIICHUEH UITN TPOMOOTICHUEH ) 1 KAaKUMH-
00 HEOOBIYHBIMH XapPaKTEPUCTUKAMHI
(Hanmpumep, GpuOPO30M KOCTHOTO MO3ra)

MIC nHekiaaccupuumupyemMsol
i

Peppaxmepnasn anemus ¢ uzbvimxkom o6aacmos (PAUE). Ita xareropus
JEITUTCS Ha JIBE TTOJIKATETOPUH, KOTOPHIE pPa3TUIal0TCs KOJTUIECTBOM OJIaCTOB B
KOCTHOM Mo3re. Y 00nbHbIX, uMerormux PAWB-1, konrdecTBo 61aCTOB COCTABISAET
ot 5% 1o 9%, a 'y 6onsHbIX ¢ PAUB-2 — 0T 10% 10 19%.

Muenooucniacmuyeckuil CuHOpom/muenonpoaugepamusHoe 3a001e8aHue
(MIC/MI13). bonsabie ¢ MJIC/MII3 BKIIOYaOT TEX, KOTOPBIE CTPAIAFOT
XPOHUYECKUM MHUEJIOMOHOUUTAPHBIM JieliKo30M (XMMUJI), KoTopblii ABIsieTCS
oTaenbHOM KaTeropueit B cucteme ®Ab-knaccudukanuu.

5q- (5g munyc) cunopom. Cunnpom 5q-, B HACTOSIIEE BPEMS BbIJICTSIEMbIN B
otnenbHbi nogTun MJIC, Bnepssie Obu1 oncad Oonee 30 jieT ToMy Hazal.
Ha3Banue 3Toro cuHpoma cBsi3aHO ¢ XpOMOCOMOM HOMEp 5, a UMEHHO C
XPOMOCOMHOM aHOMAaJIUEH (Jieenreil) B ITMHHOM I1iede () XpOMOCOMBI 5.
Jlenenys B npeaenax JJIUHHOIO IJIe4a XpOMOCOMBI NO 5 SIBISIETCS €IUHCTBEHHOU
XpPOMOCOMHOM aHoManiuer y 60sibHBIX MJIC ¢ nuarHo3oM «CHHAPOM S5q-».

OOBIYHO 3TOT CUHAPOM HabJI01aeTCA Y )KEHIIUH CPEAHET0 BO3pacTa, Kak
paBUJIo, B BO3pacte 65 JIeT, U COMPOBOKAAETCS aHEMUEN JIETKOM WM CpEIHEN
TSHKECTH, HU3KUM KOJIMUYECTBOM JICHKOITUTOB (JIEHKOIIEHUS) U 3a4aCTyIO0
HOPMAaJIHBIM WJIH MOBBIIIIEHHBIM KOJMYECTBOM TpoMOOIUTOB. CHHIPOM 5(-
XapaKkTepu3yeTcsi OJaronmpusATHBIM MPOTHO30M, JUIUTEILHOCTHIO KU3HH 0oJiee
IATH JIET CO BPEMEHH MOCTAHOBKH IMArHO3a (KPUTEPUH, IPUHATHINA B MEIUIITHE
JUTSL OLICHKU TSKECTH 3a00JI€BaHMUS ).

Hexnaccugpuyupyemoiti MJ[C. JlanHasi kaTeropusi BKJIIOYaeT OOJIbHBIX C
LIUTONEHUEN B OJTHOM THUIIE KJIETOK KPOBH (HarpuMep, TPOMOOIIEHUEN WU
HEUTPOINEHHUEN ) U KAKUMU-TUO0 HEOOBIYHBIMU XapaKTEPUCTUKAMU (HapUMep,
¢ubpo3oM KocTHOrO Mo3ra), He 6osee 1%- 2% Bcex cnydaeB M/IC.



Eme onHoM cuctemMon, UCNIOJIb3yEMOM ISl XapAKTEPUCTUKU aKTUBHOCTH
MJIC u coctaBneHus MpOrHO3a I MAMEHTa, ABJsieTcs MemkayHapoaHas
NporHocruyeckas damibHasa cucrema (IPSS).

st ouenku crenenu Tsoxectu MJIC ucnions3yercs MexnyHapoaHas
nporuoctuueckas 6amibHas cucrema (IPSS), 3aboneBanue onieHuBaercs B 6amnax,
UCXO/JISl U3 ONTACHOCTH, KOTOPYIO OHO MPEJICTABISAET il O0JIBHOTO, TO €CTh
BpPEMEHU BEPOSITHOT'O MPOTPECCUPOBAHUS OOJIE3HU WU €€ TpaHChopMaIuu B
OMUI. [IporuocTuyeckuii 6at onpeesieTcss Ha OCHOBAHUU MTPOIIEHTHOTO
coJiep>kaHus 6J1aCTOB, MPUCYTCTBYIOIINX B KOCTHOM MO3T€, PE3yJIbTaTOB
LUTOT€HETUYECKOTO UCCIENOBAHMS, a TAKKE MMOKa3aTEIEH KOJIMYECTBA KIETOK
KPOBH U JIPYTHX PE3YJbTAaTOB aHAJIN3a KPOBH.

[IpornocTudeckuii 0amn OmpeAenseTcs MyTeM CIIOXKEHUS WHIUBHUIYaTbHBIX
OaJloOB MO  MPOLEHTHOMY  COJAEpKaHWIO  OJIacTOB, MO  pe3yJibTaram
IIUTOTCHETUYECKOTO HCCIEAOBAaHUS W aHAJIM30B KPOBH M HCIOJIB3YETCSA JUIS
olleHKH wucxojga Oosiesnu s O6ospHoro MJIC. [IporHoctuueckuii  Oan
MMOKAa3bIBACT, K KAKOH M3 TPYII PHUCKA OTHOCUTCS OOJIEHOM.

OnpenesieHne NPOrHOCTUYECKOT0 OaJ1a

IIporHocTuyeckuii 0ajii: cyMmMa WHAMBUAYAIbHBIX OaJJIOB TO OJyiactam,
pe3yibTaTaM IIUTOTEHETHYECKOTO UCCIIeIOBAHUS U pe3yiIbTaTaM aHaIn3a KPOBU

IIpoueHTHOE cofep:kaHNe 0JIACTOB B

KOCTHOM MO3re bana
5% u MeHee 0.0
5-10% 0.5
11-20% 15
21-30%" 2.0
Pe3y1bTaThl HUTOTeHETHYECKOT0 HCCJIeIOBAHUS
XOPOLIKE 0.0
IPOMEKYTOUHBIE 0.5
TJIOXHE 1.0

YpoBeHb HUTONEHMIT 0 Pe3yJbTAaTAM AHAJIM3A KPOBH

0 wu 1 quroneHuun 0,0

2 WM 3 IUTONICHUH 0,5

"BONBHBIM, B KOCTHOM MO3Te KOTOPBIX cofepxkutcs 6onee 20% 61acTos,
YCTaHABJIMBAIOT IMATHO3 OCTPOTO MUEJIOUIHOTO Jietiko3a (OMJI).

" IIpOrHOCTHYECKH XOPOLINE PE3YILTAThI 03HAYAKOT HOPMAJIbHBIH HAGOp U3 23
nap XpoMOCOM WJIH HabOp, B KOTOPOM MMEETCS TOJIbKO YaCTUYHAs OTeps
JUIMHHOTO Iy1e4a XpoMocoMbl No 5. K IpOMeKyTOYHBIM OTHOCSITCSI BCE




pe3yJIbTaThl, KOTOPBIE HE MOMANAIOT MO ONPEAEIEHNE «XOPOILIUEY WIH
«mioxuey. [IporHocTHYecKky Ioxue pe3yapTaThl BKIKOYAKT MOTEPIO OJTHOM U3
nBYyX xpoMocoMm No 7 (MoHocomust 7), 10OaBJIeHUE TPEThel XpoMocoMbl No 8
(Tpucomus 8), 1u6O0 TpU U OoJIee aHOMAITHIA.

™" VpoBeHb LIMTONEHUIA 110 PE3YJILTATAM aHAIKM3a KPOBH OIPENEIAETCS
cienytouum odpazom: HerTpodmibl < 1,800 Ha 1 MUKPOIUTP KPOBH;
reMaTokKput < 36% 3pUTPOIUTOB B 00IIEM 00BbEeME KPOBU B OPraHU3ME;
TpomOoruTh < 100,000 Ha 1 MUKPOTUTP KPOBH.

Jleuenne MJIC

LenssmMu nedeHust SBISIOTCS BOCCTAHOBIIEHUE IOKa3aTenel nepudepuyeckoi
KpOBH, YMEHbIIEHNE KIMHUYECKHUX NposiBieHn M/IC, cHuXeHne 3aBUCUMOCTH OT
NepeiMBaHU  KOMIIOHEHTOB KpOBHM, OTcpouka TpaHchopmamuu B OMIIL,
YBEIWYEHUE IPOJOJDKUTEIBHOCTH  JKU3HH, YIYYIICHHE KadecTBa JKU3HU
[IAlHEHTOB.

Mertonpl nedenus mamueHToB ¢ MJIC 3aBucaT or Tua 3a00JIeBaHMS,
MIPOTHOCTUYECKUX (PaKkTOpoB, Bo3pacTa OOJBHOTO, a TaKXKe COIMYTCTBYOIIEH
MaTOJIOTUM W MOTYT MOAPA3ACHATBCA Ha MNOTCHIUAIBHO H3JICUYHBAIOIINE
TEPANEBTUYECKUE METO/IBI U MOICPKUBAIOLYIO TEPAHIO.

HOI[I[ep)KI/IBaIOHIaH U CUMITOMATHYECKANA TEPpANU

OcHoBy neuenuss M/IC cocraBiser nmoaaepKuBaroas Tepamnus, KoTopas
BKJIFOYAET MPUMEHEHUE POCTOBBIX (PAKTOPOB, JI€UEHUE NHTEPKYPPEHTHBIX
MH(DEKIUN ¥ 3aMECTUTEIBHYIO TEPANUIO0 KOMITIOHEHTaAMHU KPOBH.

OnHMM U3 acCleKTOB MOIepKUBatOLel Tepanuu nauueHToB ¢ MJIC
ABJISIETCS] IPUMEHEHHUE FeMOTIOITUYECKUX POCTOBBIX (DAKTOPOB, KOTOPHIE
BO3/JICHCTBYIOT Ha KOCTHBIM MO3T, yCHJIMBAs IPOIYKIIMIO OJHOTO WIIK HECKOJIbKHUX
POCTKOB KpOBETBOpeHHUs. B mocneaHmne roapl mosiBUIOCh HECKOJIBKO Y€JI0BEUYECKUX
PEKOMOMHAHTHBIX POCTOBBIX (DAKTOPOB, BKIIIOUAIOMIMX dpUTponodTunbl (II10:
AMIOATUHBI O U 3, 7TApOETIOITHH), TAPHYJIOIUTAPHBIC U TPAHYJIOIUTAPHO-
Makpodaranbpabie Kogoauectumynupyromue paxtopsl (I'-KCD u 'M-KCd:
(buaTrpacTUM, MOJITPAMOCTHM), aTOHUCTHI TPOMOOIIOATHHOBBIX PEIIETITOPOB
(poMHIITOCTUM, BNITPOMOOTIAr), KOTOPHIE CTUMYIUPYIOT BEIPAaOOTKY SPUTPOLIUTOB,
I'PaHyJIOLUTOB U TPOMOOIIMTOB COOTBETCTBEHHO. Ha JieueHne pocToBbIMU
(akTopamu, NpUBOJALIEE K CHUKEHUIO HEOOXOIUMOCTH B 3aMECTUTEIBHOM
Teparnuu, oTeedaroT ToybKo 20-30% nannento ¢ M/IC. IIporaoctrnuecknumu
(akTopamMu OTBETa HAa TEPANUIO ABJISIOTCS UCXOAHBIN ypoBeHb D110,
BBIPAKEHHOCTh TPAHCPY3UOHHOU MOTPEOHOCTH, IITUTENHHOCTD 3a00I€BaHUs, TUI
3aboneBanus no kinaccudukanuu FAB unn BO3, rpynna puca no mkane IPSS.

HecMoTpst Ha TO, YTO CTOMMOCTb TE€panuu TeMOMOITUYECKUMH (aKTopamMu
pocta B 3-4 pa3a mpeBBINIAET CTOMMOCTb TpaHCHY3WOHHOW Tepamnuu, mepBas
OCTa€TCs  MNPEANOYTUTEIBbHBIM  BUIOM  JICUEHUS.  YCHEIIHOE  JICUCHHUE
TeMOIMOATUYECKUMU POCTOBBIMH  (paKTOpamMH TO3BOJSIET U30eXaTh WU, B



HEKOTOPBIX CIy4yasX, CHHU3UTh MOTPEOHOCTh B MHOTOKPATHBIX TpPaHCPY3UAX
KOMIIOHEHTOB KPOBH U COITYTCTBYIOIINI PUCK MEPETPY3KH JKEIE30M.

B ocHoBe mnognepxuBaromied Tepanuu nagueHTtoB ¢ MJC  nexwut
3aMECTUTENbHAS TEPAINUS KOMIIOHEHTAMU KPOBHU. Y TAILIMEHTOB C HU3KUM PUCKOM
pasButus OMJI anemMuss MoXKeT OBITh OCHOBHOW KJIWHUYECKH 3HAYUMOU
npoOieMoi. 3aMecTUTeNbHas Tepamusi oO0Jerdaer CHUMITOMBI aHEMUU W,
CJICJIOBATEIIBHO, SIBIISIETCS BA)XXHBIM METOJIOM JIEUCHHMA. YHacToTa mepelMBaHUM
3aBUCUT OT COCTOSIHUSI OOJIBHOTO, TSDKECTH aHEMHH, a TakKe COIYTCTBYOIIEH
narojorud. Hekotopele OodbHBIE MOTYT HYXJIATbCS B INEPEIMBAHUIX
SPUTPOLIUTAPHON MACCHl KaXJbl€ OJHY-IIB€ HEIEIU, B TO BpPEMs KaK JIPYyTUM
MOXET OBITh JOCTAaTOYHO BCErO JIMIIb OJHOTO IIEPEIMBAHMUS KaXKJbIE ITECTh-
NBEHAAUATh HEAEAb. Pe3yapTartoM  3aMECTUTEIIBHOM  TEpanuu  SIBIACTCS
MOBBIIIIEHWE YPOBHSI TE€MOTJIOOMHA, KOTOPOE, KaK MOKa3bIBAIOT HCCIICIOBAHMS,
AMEET MOJIOKUTEIIBHYIO KOPPEJSILMI0O C [OKa3aTejieM KadyecTBa KU3HMU.
[lepenuBanue TPOMOOLUMTAPHONW MAacChl MPOBOIATCS PEAKO U TOJBKO B TeX
CIydyasx, KOIJla KOJUYECTBO TPOMOOIIMTOB KpaiHE HHU3KOE W/UIM HMEITCS
omacHbIe ISl KU3HM KpoBoTeueHus. OpHaKO MpeumyiiecTBa TpaHC]y3uOHHOM
TEeparui CIEAyeT COIMOCTABIATh C PUCKOM HWHOEKIMOHHBIX OCIO0XKHEHUH,
UMMYHOJIOTUYECKUX TMOO0YHBIX J(h(PEKTOB, a Takke IMeperpy3kd OpraHu3Ma
MaIMEHTA KEJIC30M.

Hakornenne B opranusme H30BITOUHOTO >Keje3a MpeCTaBiIsieT co0oi
CEPbE3HYI0 KIMHUYECKYIO IpoOJeMy, KOTOpas, €CIM €€ HE pellaTb, MOXET
MPUBECTH K TMOBPEKJCHUIO OpraHoB. lIoBTOpHBIE NEpelnBaHUS SPUTPOLUTOB,
COZIepKalllUX JKEJIe30 B COCTABE I'eMOrjaoOWHA, MPUBOJAT K JEHOHUPOBAHUIO
M30bITKA Keje3a B KIETKaX PETUKYJIOIHAOTEINaIbHOM CUCTEMBI, IIPEKIE BCETO B
MEYEHH, CEJIE3EHKE, »ele3aX BHYTPEHHEW CEeKpelud M Ceplle, a TakKkKe B
HEOOJIBIIIOM KOJIMYECTBE B TKAaHSAX MO3Ta WM CKeNeTHhIX Mbliax. [loaromy
IJIaBHBIMU OCJIOKHEHUSMH TEPETPY3KHU KEJIE30M SABIIAIOTCS 3a00ieBaHusl cepala,
NeYeHW U DHAOKpHHHBIC HapymieHus. C 1eiblo NpO(MIAKTUKU Teperpy3Ku
OpraHu3Ma >KEJe30M HCIOJIb3yeTCsl JIaDOpaTOPHBIA KOHTPOJIb 3a €ro 3amacamu
(eppuTHH CHIBOPOTKH), a TaKXke IMpernaparbl, KOTOPbIE XeJIaTUPYIOT, WIH
CBSI3BIBAIOT JKEJI€30, CITIOCOOCTBYIOT €T0 BHIBOY M3 OpraHU3Ma.

B mHactosimee BpeMss HWMEIOTCS JIBa Mpemapata i OOppObl €
MEPEHACHIIIIEHUEM JKEJIe30M y OOJBHBIX, 3aBUCSIIMX OT TEPEIUBAHUS KPOBU -
nedepokcamMuH 1 aedepacupokc.

[Ipenapar nedepoxcamun (ecdepan) 3aaepKuBaeT TOKCUYECKOE ACHCTBUE
HAKOIUICHUS! M30BITOYHOTO0 KOJIMYECTBA Keje3a B opranuszMe. OH Ha3HAyaeTcs B
JIOTIOJTHEHUE K TEPETUBAHUIO KPOBH W BBOJUTCS TIOCPEACTBOM MHBEKITUH OOBIYHO
3-7 pa3 B Hemento. Hekotopeie OO0bHBIE MOMYYArOT MOAKOXHBIE HHBEKIIUU
npenapata 2 paza B JeHb. Ilpemapar nedepacupokc (DKcumakam), Xenatop,
NPUHUMACTCS TepopaiibHO. JIeueHWe HSTUMU TMpernapaTamMu clieAyeT HaYhHATh
nanueHTaM, noayduBmuM 20-30 eauHHI] JOHOPCKUX HPUTPOIMTOB, KOTOPHIM
NPEJICTOUT MOCTOSIHHAS TpaHC(Y3MOHHAS Teparius, a TAKXKe MalMeHTaM ¢ YPOBHEM
(beppuTHHA CHIBOPOTKH KPOBH, MMOCTOSIHHO TpeBbImaromum 1000 Mkr/m.



HOTEHQH&.HLHO N3JCIYUBAOIHUE TEPANCBTUIECCKHUE METOAbI

JIJis1 KOHTpOJIS HaJl cuMIIToMamMu 0oJe3Hu uinu uznedenuss MJIC y Monoasix
nanreHToB M/IC BBICOKOTO pUCKa MPUMEHSIOT MHTEHCHUBHYIO0 XUMHUOTEPAIIUIO,
YTOOBI MAKCUMAJILHO YHUUYTOKUTH KJIIOH MATOJIOTMYECKUX KIIETOK U JJOCTUTHYTh
JUTUTENBHON PEMUCCHUH.

[Taruentam Momsoxe 55 et ¢ M/IC BBICOKOTO WJIM MPOMEKYTOYHOTO 2 pUCKa
no mkane [PSS, He uMermrM BO3MOKHOCTH TPAHCIUIAHTALIMU CTBOJIOBBIX KJIETOK,
MOKET MOJOWTH XUMHOTEPAIIUs aHAJIOTUYHAs TOU, YTO MPUMEHSIETCA JIJIs1 JICUEHUS
OMUJI. JlanHbIi MeTO JICUSHUS] UMEET 3HAUUTEIIbHBIC TOO0YHBIC 3P (DEKTHI, TAKHE
KaK BBINAJICHUE BOJIOC, MTOSIBIICHHE CTOMATUTa POTOBOM MOJIOCTH, TOLIHOTA, PBOTA,
MOSIBJICHUE KUAKOTO cTyna. Kpome 3Tux moOOYHBIX SBICHUN, XUMUOTEpaNus
OKa3bIBaeT HEOIArOMPHUIITHOE BO3/ICHCTBHE HA 3JOPOBBIC KIIETKH HAPSITY C
KJIETKaMHU, MOJBEPTIIMMUCS TUCIUIACTHYECKUM BO3JEHCTBUSM, YTO TpeOyeT
JUTUTEILHOTO MTPEOBbIBAaHUS B YCIOBUSIX T€MATOJIOTUUECKOTO OTACIeHUs. B 310
BpeMsl MaIlMEHTYy MPOU3BOIATCS MEPEIIUBAHUS SPUTPOITUTAPHON U
TPOMOOIIMTAPHOM MacCChl, HA3HAYAIOTCSl aHTUOAKTEpUAIbHbIE TIpenapaThl s
00pbObI ¢ nH(pekuen. Ecium nHAyKIMOHHAs XUMHUOTEpanus 00ecreynBaeT
aJICKBaTHBIN KOHTPOJIb HaJl MATOJOTHYECKUMHU KIIETKaMU (COCTOSTHUE PEMHCCHH),
TO BOCCTAHOBJICHHE HOPMAJIBHBIX KJIETOK KPOBU JOJKHO HAYaThCA B TEUCHUE
HECKOIbKUX Heenb. K coxanennto, BEposiTHOCTh KOHTpoIsi MJIC ¢ nmoMoliibio
WHIYKIIMOHHOW XUMHOTEpaNuu coctaBisieT okoio 30%. [Jaxe B cmydasx
YCHENIHOTO JIeYeHUsI 00JIE3Hb MOKET BO3BPAIATHCS - PEIUTUBUPOBATH.

1. EnuHCTBEHHBIM H3BECTHBIM METOJOM JICYCHHS, CIHOCOOHBIM M3JICUYHTH
MJC, sBnsieTcs TpaHCIUIAHTAlMS QJUIOTEHHBIX (JOHOPCKUX) TE€MOMOITHYECKUX
CTBOJIOBBIX KJIeTOK. CienyeT HMMeTb B BHIY, YTO 3TO CIIOKHAs Mpoleaypa,
CBSI3aHHASI C PUCKOM PaHHUX U MO3JHUX OCIOKHEHUH. Mlcxo/ jieueHus: 3aBUCUT OT
creienn  coBMectumoctd  (HLA-coBMecTuMocTH) JIOHOpa W MalMeHTa
(peuunueHTa), a TakXe OT JOCTYMHOCTH TMOAXOISAIINX JOHOPCKUX KIIETOK
(HaMM4Ke COBMECTHUMBIX KPOBHBIX OpaTheB W/WIIM CECTep, JOCTYMHOCTh OaHKa
noHopoB). Takum 00pa3oM, ecTb CTpOTHUE MOKa3aHWA M MPOTUBOIMOKA3AHUS IS
JAHHOTO BHUJA JICYEHUS: OHO MOJIXOAMT ISl TEX CIydaeB, KOrja IMalueHThl B
COCTOSIHUM TEPEHECTH TPAHCIUIAHTALIMIO CTBOJIOBBIX KJIETOK M  HMEIOT
noAxoJsmero aoHopa. HemaBHO mpemsioxEHHbIE METOAbl TPAHCIUIAHTAIIUU C
peXUMaMH  KOHJUIMOHMPOBAHUS  MOHWKEHHOM  MHTEHCUBHOCTH  HMEIHU
onpenesieHHbd yenex y nanuentoB ¢ MJIC crapuie 55 ner. UccnenoBanus B 3Toi
00J1aCTH TPOOIKAIOTCA.

2. Y4dacTe MMMYHHBIX MEXaHU3MOB B Pa3BUTUH ITATOJIOTHH KOCTHOTO MO3ra
npu M/JIC crano npuunHoOil pa3pabOTKH METO0B JICYEHUS C IPUMEHEHUEM
MMMYHOCYIIpeccopoB. 13 aTolt rpynmsl npenapatoB B ieueHnn MJIC
UCIOJIb3YIOTCSL aHTUTUMOLUTapHbIN T1100yuH (ATI) u anTHIMM@OoLUTApHBIA
riooynuH (AJID) u uuknocnopus A. Jleuenne AJII'/ATI Gonee s pexTuBHO Yy
MalMEHTOB MOJIOJIOrO Bo3pacTa ¢ HanmureM antureHa HLA-DR15, nmony4daBmmx
TpaHC(y3UH IPUTPOLIUTOB B TEUEHUE HETIPOIOJKUTENBHOTO BpeMeHu. Takoe
JIeYeHHUe TI03BOJISIET T0OUTHCA HE3aBUCUMOCTH OT MEepPEIUBaHUM SPUTPOLIUTOB Y
33% marueHToB; y 56% MalueHTOB C TSHKEI0N TpOMOOIIUTONICHHEH HAOII0AaI0Ch



3HAYUTEIBHOE MOBBIIEHUE YPOBHS TPOMOOIMTOB, a y 44% nmauueHToB ¢
HelTponenueil ypoBeHb HEUTPohuIOoB noBbICHIIC Gonee 1x10°/1. I{ukaocnopun
A oxazaiics HanOosee 3P PEeKTUBHBIM y NAIIMEHTOB, UMEIOIINX MeHee 5%
0JIACTHBIX KJIETOK B KOCTHOM MO3T€, HOpMaJIbHbIA KApUOTHUII, THITOKJIETOUYHbIN
KOCTHBIM MO3T M CKOIUIEHUS JIMM(OUIHBIX KJIETOK B TPEMaHOOHOIITATE.

3. N3yuenune mexanuszMoB paszsutus MJIC, npeanpuHATOE B OCIEAHUE TOIBI
IIOKA3aJI0, YTO JUUISl JAHHOW MTaTOJIOTMH XapaKTEpHO TMIIEPMETUIIMPOBAHNE
IPOMOTOPHOM 00JIaCTH HEKOTOPBIX FT€HOB-OHKOCYIIPECCOPOB, UTO MPUBOAUT K
«MOJTYAHUIO» 3TUX T€HOB U MPOJIU(EPaLUU OIyXOIEBBIX KIETOK U
tparchopmarmu B OMJI. Ha ocHOBe 3THX 3HaHUN OBLTH pa3paboTaHbI TaK
Ha3bIBAEMbIC THIIOMETUIIMPYIOLINE areHThI, KOTOPbIE COACHCTBYIOT
runomerunuposannio JIHK, BeI3pIBast SKCIIPECCUIO paHEE «BBIKIIOUYECHHBIX» IT'€HOB.

B mae 2004 roga Ynpasinenne CIIIA no KoHTpOJTIO 3a IPOAYKTAMHU MUTAHUS
u nekapcTBeHHbIMU npenapatamu (Food and Drug Administranion, FDA) Beiano
paspelieHre Ha NPUMEHEHHE HHBEKIIMOHHOTO Npenapara azauutuant (Baiigasza)
st nedenus Beex Tunos MJIC. B PO npenapat 06611 0100peH K IPUMEHEHUIO B
2010 rogy nus neuenus MJIC, OMJI 1 XMMJI. Pe3ynbtarsl HCCIe0BAHUS
IIOKA3aJIM, YTO a3allUTHINH JOCTOBEPHO MPOAJIEBACT KU3Hb MAL[UEHTaM C
muenoaucmiaacTuyeckuM cuaapomoM (MJIC) mpoMexyTOUHOTO U BBICOKOTO
PHUCKa, a TAK¥KE C OCTPHIM MHUEIIOUAHBIM Jieliko3oM 20-30% OnacToB (paHee
otHocwics K MJIC BBICOKOTO pHCKa), KOTOPBIM HE MMOKa3aHa TPAaHCILIAHTALUs
CTBOJIOBBIX KJIETOK/MHTEHCUBHASI XUMUOTEPaIusl.

CornacHo npunsaTeiM B Poccum mporokonam, jedeHue mnanueHToB MJIC
MIPOMEKYTOUHOTO-2/BbICOKOTO pucka u OMJI, KoTOpple HE MOAXOIAT IS
MHTEHCUBHOW XHUMHOTEpANHM, OCYIIECTBISETCS HU3KMMH J03aMU IuTapaOuHa
W/WIM C TIOMOIIBIO TOJJEpKHUBArOLIEd Tepanuu. Takoe JieyeHue MO3BOJSET
00JIETYUTh CUMIITOMBI OOJIE3HU, YIYUIIUTh KAa4€CTBO KWU3HU IMAIIUEHTOB, HO HE
MMEET JPYTHX CYIIECTBEHHBIX MNPEUMYIIECTB B CPABHEHUU C €CTECTBEHHBIM
TeueHueM Oosie3Hu. B To ke BpeMs MPOAOKUTEIbHOCTb YXW3HU MAaIMEHTOB C
M/IC BBICOKOTO pHUCKa, MOJYYarOlIUX a3alUTUIWH, YBEIWYUBAECTCS B 3 pas3a Mo
CPaBHEHHMIO C MPUHATHIM JieueHHeM. [Ipu 3ToM paznuuus rpymnnsl a3aluTUIMHA C
rpynmnamMu NoJJIep>KUBAIONIEH Tepaluyd U HU3KUX J03 [UTapaOruHa CTaTUCTUYECKH

noctoBepHbl (p=0,045), HE3aBUCUMO OT BO3pacTa WK KapUOTHUIIA (aHATW3 JaHHBIX
uccnenosanus 11 dazer AZA-001)[1]

ABarmuUTUANH yBETWYNBaET KomumdecTBO 00imbHBIX MJIC, HE HYXIalomuxcs B
remoTrpancdysusix, B 4 paza. Kpome TOro, azamuTuaWH IMOKa3aH B KadeCTBE
BPEMEHHON Tepanmuy y TAIMEHTOB, OXXUIAIONUX TOHOpA ISl TPaHCIIAaHTAITUU
(pexomenpanuu no tepanuu MJIC, NCCN, 2010).

K mnexenatenbHbIM sBjieHUSM 3-4 CTENEeHHW, pa3BUBaIOIIUMCS Ha (oHe
JeYeHUs] a3alUTUAMHOM, OTHOcATCcA rematojoruueckue (71.4%), BriItoyas
TpomOonuToneHuto (85%), nerrponenuto (91%) u anemuto (57%). dedbpuiibHas
HelTporieHus BeTpedanack y  8.0% manmeHTtoB, kpaitHe peako  (<2%)
PETUCTPUPOBAINCH HEUTPONICHUYECKUI CEIICUC, THEBMOHUS, TPOMOOIIMTOIICHUS U
reMopparuyeckre HeKeNnaTeIbHbIC SBJICHMUS.



A3aMTHIMH BBOAUTCH MOAKOKHO 75 mr/m” 1 p/nens 7 nHeit yepes 21 meHn
(ukJ1), HEe MeHee 6 1uKIIoB. OH uMeeT OJaronpusATHBIN MPOopUIL 0€30MaACHOCTH U
MOXET MPUMEHSITHCS aMOyJIaTOPHO.

B mae 2006 roga xomuter FDA ogo0Opuin npuMeHeHue sl JISUEHUsI BCEX
noaruroB MJIC erie OJHOTO THIIOMETHIIMPYIONIETO Mpernapara — JAenuTaduHa
(axorena). K npumenenuro jis jgedenuss MJIC B PO npemapar 6v11 0100peH B
2006 romy.

B otkpeitom pangomuzupoBanHoMm wuccienoBanuu III gasei[2] ¢ yuacTuem
170 manuMeHToB, CpPaBHUBABIIMX JEUUTA0OWH C TIOJJCPKUBAIOIICH Tepamnuei,
4acToTa JOCTMKEHUS peMHcCHH cocTaBuia 17%, remMaTosornyeckoe yiaydlieHue
Oob10 oTmeueHo eme y 13% mamumenTtoB. JlenmuTabwHa yMEHBIIAET PHUCK
TpaHcopman B JIEHMKO3 © Yy TMAalUEHTOB, KOTOPbIE JOCTUTAIOT OTBETA,
YBEIUYMBAET BBDKHUBAEMOCTb. BeposTHOCTH TpaHchoOpMalud B  OCTPBIU
MUEJIOUJIHBI JIEWKO3 WIM cMepTd Obuia B 1,68 pa3za Bblle B rpymnmne
MOJJEPKUBAIOIICH TEpalMu 10 CPAaBHEHUIO C TPYIIOW € IPUMEHEHUEM
nernuraOuHa.

[Ipy mnpoBemeHMM Tepanmuu JCIUTA0MHOM HAWMOOJEe YaCTBIMU  OBLIU
cienytomue nodounbie 3PdekTsl: HeuTponenus-90%, tpomoOouuToneHus-8§9%,
anemus-82%, nuxopajka -53%, TomHoTa-42%.

Henutabun BBoAMTCS BHYTpuBeHHO (15 wMr/mM2 myrem 3-dacoBoit
BHYTPUBEHHON MH(QY3UM KaXKbple 8 4acOB B TECUCHHE 3 TOCIEAOBATEIbHBIX JTHEH
KaXkJple 6 HeJeab Ha MPOTsHKeHUH 10 HUKIIOB).

Tepanus kak a3alUTUIMHOM, TaK M JEHUTAOMHOM JIOJKHA MPOXOJAUTH MO
KOHTPOJIEM Bpada-reMaToJiora, IMErIIero omnsIT JieyeHus: 0oapHbix M/IC u OMJLL

4. B nexaobpe 2005 roga FDA CIIIA ono0puino npuMeHeHue
MMMYHOMO/TYJIMPYIOIIETO IpenapaTa JeHaATUAOMU JIJIsl JICUCHUsI MalMEHTOB U3
IpyIIbl HU3KOTO WM npoMexyTouHoro -1 pucka ¢ MJIC, B Tom uucine ¢ del(5q).
[Ipenapar npuMeHsieTcs IepopaibHO B KarcyJsax, o0aagaeT
UMMYHOMO/TYJIUPYIOIIUM, aHTHAHTHOTEHHBIM M TIPOTUBOOITYX0JIEBBIM 3 (HEKTOM.
BwmecTte ¢ 3TUM y HEro OTCyTCTBYET HEMPOTOKCUYHOCTh, CBOMCTBEHHASI IPYTUM
npernaparaM 13 JaHHON XMMHYECKOU rpymbl. YacToTa MOCTHKEHHS] pEMUCCUM Ha
(dhoHe JeYeHUs JeHATUIOMUI0M cocTaBuiia 83% y MaIlMeHTOB ¢ KIOHAJIBHOM
MHTEPCTULIMAIBHON eenreil XxpoMocombl 5q31.1, B To BpeMsl Kak y MalMeHTOB €
HOPMaJIbHBIM KapUOTUIIOM YaCTOTa JOCTUKEHUS peMHUCCUU cocTaBuia 57%, a'y
MAIMEeHTOB C APYTUMH aHOManusiMu kapuotuna — 12%. B uccnenosanun 11 dassl ¢
yuyactueM 146 marmentoB ¢ M/IC HU3KOTO WM TPOMEKYTOUHOTO 1 pucka
c del(5q31), Hyxaaromuxcs B IOCTOSIHHOUW TpaHchy3uoHHOU Tepanuu, 64%
MalKMEeHTOB NEPECTAIMN HYKIaThCsl B TpaHC(Py3usax. HacToTa JOCTUKEHUS
TpaHC(Py3MOHHON HE3aBUCUMOCTH Obljia BBIIIE CPEIAU MAIUEHTOB C
n3onupoBanHoi del(5q) (69%), uem y octanbHbIX narueHToB (49%; P=0,003).

B despaiie 2012 ¢aiin no nenanugomuay O6su1 npuHsT B EBponeiickom
MenuurHcKOM ATEHTCTBE AJIsl PETUCTPALIMU 3TOTO OKa3aHUS — <« JICUEHMUSI
narueHToB ¢ M/IC Hu3Kkoro/mpomexyTo4Horo-1 pucka, BapuaHnT TpaHC(y3UOHHO
3aBucHMOM aHeMud ¢ del(5q) ¢/6e3 Ipyrux HUTOreHeTUYECKUX aHOMaIui»[3].



Takum o6pazom, muenonucmiactuueckue cuuagapomsl (MJIC) npencraBisior
coOOl TETepOreHHYI TIpymimy 3a00J€BaHUM KOCTHOTO MO3ra, Il KOTOPBIX
xapakTepeH Hed(h(EKTUBHBIM TemMOmod’3 U  pa3jiuyHas CTENeHb  pHUCKa
Tpancopmaruu B ocTphiil Jeliko3. Jlmarnoctuka MJIC MoOXeT mpencTaBisiTh
TPYAHOCTh, BBUJY HAJIUYUSA Y HUX OOIIMX YEepT C JAPYTUMHU T'e€MaTOJIOTHYECKUMU
3a0oneBanusiMu, Bkiaroyas OMJI, ammacTuecKkyr0 aHEMHUI0O M HACJEICTBEHHYIO
cuepoOacTHyl0 aHemuto. VccienoBaHusi, HampaBlI€HHbIE Ha PaCKpBITHE
MEXaHU3MOB 0OJIE3HH, KOTOphIe BeayT K Bo3HUKHOBeHHI0O MJIC, momMoraroT Ham
nyumie noHsATh MJIC. He MeHee BaXKHBIM SIBISIETCS TO, YTO JIy4llle€ MOHHUMaHUE
MEXaHU3MOB OOJI€3HH BEIET K CO3JaHUI0 HOBBIX MPENApaToB Jid JICUYCHUS
paznuuabix noATHNoB MJIC y OONBHBIX, OTHOCSIIUXCSA K Pa3IUYHBIM TPyIIam
pHUCKa.

JInme HenaBHO neuenne M/IC BBIIUIO 32 paMKH ITOAAECPKUBAIOLIEN TEPAUH,
IIPOBOJMBIIEHCS € LENbI0 00JIErYeHnss CHMOITOMOB. EMHCTBEHHBIM MOTEHLIUATIBHO
n3JieunBaromuM MetogoM tepanud MJIC sBisieTcs ayuioreHHasl TpaHCILIAHTALMs
reMONO3TUYECKUX KIIETOK, KOTOpPasi, OJHAKO, BO3MOXHA HE BO BCEX CIIydasiX.

B mocnegHue roapl Ha OCHOBE WM3YYCHHsI NATOTeHE3a JaHHOW ITaTOJIOTHHU
pa3pabaTeiBaeTCs OOJBINOE KOJMMYECTBO JICKAPCTBEHHBIX IPENaparoB, 4acTh M3
KOTOpBIX Haiijier cBoe mecto B JyieueHun MJIC. B kadecTBe mpUMeEpOB MOMXKHO
NPUBECTH WHTUOUTOpP aHruoreHesa OeBanu3ymad (ABacTuH), HWHTHOUTOD
MUTOKMHOB WHGpIuKcuMad (Pemukeiin), HHrHOUTOpPHI JAearleTuiia3bl, THCTOHOB -
BaJILIIPOEBasl KUCJIOTAa W BOPUHOCTAT, MHOTHE Jpyrue. HayuHbie naHHBIC
MO3BOJISIOT  TOJaratb, 4YTO KOMOWHHMpOBaHHAs Tepamus MpernapataMu C
pa3sTUYHBIMA MEXaHU3MAaMH JIEHCTBHUSI TPUBEIET K HMCKOMOHN 3()PeKTUBHOCTH
JICYCHUSI.
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