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BBeneHue

Muenoaucmnnactudyeckue cuaapomsl (MJIC) npencraBisitor co00il TeTeporeHHYyI0
rpynny KJIOHaJIbHBIX 3a00JIEBAaHUN CUCTEMBI KPOBHU, XapaKTePU3YIOIIHUXCS
LUTONEHUEH, MPU3HAKAMU JUCMHUENOI033a U BBICOKMM PUCKOM TpaHCc(hopManuu B
octpbie Muenouaubie seiiko3sl (OMJI). B EBponie u CIIA 3a6oeBaeMOCTh B
o0111e# MOMyJISAIUUA COCTaBIIIET 0K0JIO 4--5 cimydaeB Ha 100 ThIC. HaceIeHUS B TOJI.
ITocne 60 net yacrora yBennuusaeTcs 10 20--50 cmyqaeB Ha 100 TbIC. 4enoBek B
rox. B nenom B EBporie €xeroqHo TMarHoCTUPYIOT MPUMEPHO 25 THIC. HOBBIX
Clly4aeB. YUUThIBasl HEYKJIOHHOE «CTapeHue» HacesneHus: EBporbl, nojaratoTt, 4To
guciio 60apHbIX MJIC Oyner B Oimkailiime AecsTUIETUS JTUIIb BO3PacTaTh. DTH
JaHHBIE CBUJIETEILCTBYIOT O TOM, 4To MJIC MOXeT cTaTh OJIHOM U3 aKTyalbHBIX
npo0JieM JJisl TeMaToJI0r0OB M Bpauel ApYrux CrennagibHOCTEeH.

VYuuteiBas, uto Teuenrne MJIC MoxkeT BapbupoBaTh OT UHAOJIETHOIO J10
arpeccuBHOrO, OBICTPO MPUBOAsAIIEMY K TpaHchopmanuu B OMJI, npunsartue
KJIMHUYECKUX PELICHUH, Kacalolluecs CPOKOB Havalla ¥ BbIOOpa METOJIOB JICUCHUS,
ABJISIETCS TOCTATOYHO CJI0KHBIM. Kpome Toro, MHOrue peKkoMeH1aluu
OTHOCUTEIBHO d()PEKTUBHOCTHU TEX UM UHBIX TEPANIEBTUUECKUX BO3ACHCTBUI
4acTO OCHOBAHBI HAa PE3yJIbTaTaX HEKOHTPOJIUPYEMBIX KIMHUYECKHX
UCCIIEZIOBAHUMN, KOTOPBIE HE 00ECIIEUNBAIOT JOCTATOYHYIO JOKA3aTEJIbHYIO 0a3y B
NOAJEPKKY TOI'O MIIM MHOIO IMOAX0A.

Tpyanocts quarnoctukun MJIC oOyciioBieHa TeM, 4YTO OCHOBHBIE KIIMHUYECKUE
NposiBIIeHUs 3a00J1eBaHus HE crielu(UYHBI, 1 Han0oJIee YacTO 00YCIOBIIEHBI KaK
KOJIMYECTBEHHBIMHU, TaK U KaU€CTBEHHBIMU U3MEHEHUSIMU CUCTEMBI
kpoBeTBopenusi. OcHoBHbIe TiposBieHuss MJIC npencraBieHbl HIUTONEHUYECKUM
CHUHJIPOMOM (aHEMHUUYECKUM CUHIIPOM, FEMOPPAruyeCKuidi CUHIPOM, JICUKOTICHHUS ),
MH(EKIIMOHHBIMU OCJIOKHEHHUSIMH, CIUICHOMETaIleil, ayTOUMMYyHHBIMU
IPOSIBIICHUSMH M B-cuMnToMamMu (CHHYKEHHE MacChl Tenna, cyoheOpruiInTeT B
BeUepHee BpeMsl, IOTINBOCTh, 00JI1). AHEMHUUYECKUH CHHIPOM (CI1ab0CTh,
TOJIOBOKPYKEHUE, OJIbIINIKA TIpU (PU3NYECKON HArpy3Ke, cepedneHune)
BcTpeuaercs B 80-90

% ciy4aeB U XapaKTEepU3yeTcsl pa3HON CTENEHbIO BHIPAXKEHHOCTH.
I'emopparnyeckuii CUHAPOM (KJIMHUYECKH 3HaYUMasi TPOMOOIUTOIEHHUS B
aHaJu3ax KpoBH) otMeuaercs B 25-70 % cinydaeB, reMOpparnyeckue nposBICHUS
(meTexuaibHbIC BHICHIMAHUS HAa KOXKE U CIIM3UCTBIX, HOCOBBIE, IECHEBbIE,
MAaTOYHbIE, MOYEYHBIE U KEITYJOUHO-KUIIEYHbIE KPOBOTEUEHHU S, KPOBOU3IUSHUS B
CKJIEPHI ¥ TOJIOBHOM MO3T) B 1e0r0Te 3a00meBanus otMedeHsl B 15-30 %.
[TaTorenes MHGPEKIMOHHBIX OCIOXHEHUN 00YCIOBIICEH HEUTPOTICHUEH U
TuChYHKITUEH TPaHYIOLUTOB, KOTOPAsi, B CBOIO OYEPEIb, MMPOSIBISETCS
HapylieHueM (parouuTapHoi aare3un, XeMOTaKCUCOM. AyTOMMMYHHBIE
MpOosIBIIEHUS BCTpeyaroTes B 10

% ciydaeB, MaHU(PECTUPYSI B BUJIE€ CUCTEMHOI'O BaCKYJIUTa, HEKPOTUUYECKOTO
MaHHUKYJIUTA, CEPOHETAaTUBHOTO apTpUTa, peBMaTUYECKOW noaumuanruu, Kymoc-
MOJIOKUTEIbHON T€MOJIMTUHYECKON aHEMUH, IEpUKapanTa, iespura [5, 10, 11].



Knaccupukanua M/IC
B cootBerctBum knaccudukanuu BO3 2017 Beigenatot 10 Hozomoruueckux Gopm:
MJIC ¢ nuHeitHOM qucia3ueii: peppakTepHas aHeMus,
MJIC ¢ nuneitHoM nucriia3uei: peppakTepHas HEUTPOIEHNUs,
MJIC ¢ nuHeiiHOM nucia3uei: pedpakrepHas TPOMOOLMTONEHNUS,
MJC ¢ MyIbTHIMHEWHOW NUCIIIA3UEN,
M/IC ¢ koibIIeBEIMU CHIEPOOIaCTaMU U JTUHEHHOHN JUCTIIa3HUEH,
M/IC ¢ KonbIeBBIMU CHIEPOOTACTAMU U MYJIbTUIIMHEWHON TUCIIIa3UEH,
M/IC ¢ uzonupoBaHHOM aenenueit JJIMHHOTO mieda 5 xpomocoMsbl ( del(5q),
MJIC ¢ n3661TKOM 0J1acTOB-1,
MJIC ¢ n366ITKOM 0J1aCTOB-2,
MJIC Heknaccu@uimpyemslii

Pa6oueii rpynmoit mo MJIC (2007) npennioskeHbl KaTeropuu, KOTOPHIX HE BOIILIN B
kinaccudukaimio BO3: nanonatuyeckas qucruia3us HEYTOYHEHHOM 3THOJIOTHU
(IDUS) 1 nanonatuyeckas nuroneHust HeyrounenHoi satuonorun (ICUS). st
UMONIATUYECKOW AUCIIIa3un HeyTouHeHHOH strosoruu (IDUS) xapakrepHo

OTCYTCTBHUC IUTOIICHHNH, JII/I6O IMOKa3aTCJIN 9yTb HUKC HKHEU I'paHUIbI HOPMBI
(Hb> 110

r/n, AYH > 1,5 x 109 /i, tpom6o1tuter > 100 x 109 /i) Ha npoTsixkeHuu 6onee 6
Mec, HaJlnuue MPU3HAKOB JucIIa3uu oojee, yeM B 10% KIIETOK, OTCYTCTBHE
KJIOHAJbHBIX LIMTOT€HETUYECKUX WJIH MOJIEKYJISIPHBIX MAPKEPOB U OTCYTCTBHE
KaKo-IT1M00 MHON MPUYUHBI I BOZHUKHOBEHHMS AUCIUIa3ud. [Ipu oTcyTCTBUM
JUCIIIA3UH, KJIOHAIBHBIX IUTOM€HETUUECKUX WIIM MOJIEKYJISIPHBIX MAapKEPOB,
KOHKYPEHTHBIX 3a00j1eBanuil u jymmtenbHou ruTonenun (Hb < 110 r/n, AUH < 1,5
x 109 /n, Tpom6otmTer < 100 x 109

/1) peKkoMeHIyeTcsl ucnoib3oBaTh TepMuH ICUS (nauonatnyeckast IUTOIICHUS
HeyTouHeHHOU npupoab!l wim npeMJIC) ¢ 00s3aTebHBIM MOP(OTOTUYECKUM H
LUUTOT€HETUYECKUM UCCIEA0BAHUEM KOCTHOIO

MO3Tra B TUHAMUKE JJIs1 UCKtoueHus pa3sutus MJIC.

JAmarnoctuka M/IC

Huarnoctuka MJIC TpeOyet mpexae Bcero KOMIUIEKCHOTo o0cienoBanus. B
oonpimHCTBE ciaydaeB MJIC — 310 nauarno3 uckiatoueHus. M peds uaet He
TOJBKO O BapuaHTax 0e3 u30bITKa OJIACTHBIX KIETOK. J[ake B TeX ciydasix, Koraa
KOJINYE€CTBO KOCTHOMO3TOBBIX MUEI00JIACTOB MPEBBIMIACT 5 %, HEOOXO0IMMO
npoBecTu AU dhepeHITMaIbHBI TUarHO3 ¢ HEIbIM PSII0M MHUEIOUIHBIX HEOTUIA3UM,
MMEIOIIUX CXOJIHYI0 MOP(OIOTUUECKYIO KapTUHY. 3HAYUMOE MIPEBBIIIIEHUE YPOBHS
10 % mipu COBOKYITHOCTH C APYTMMH IMIPU3HAKAMH — BECOMBIN JI0BOJI B TIOJIb3Y



Bepudukaru MJIC.

OO0s3aTenpHbIe 3JIEMEHTHI 00CIEe10BaHNs — THCTOJIOTMYECKOE U
LUTOreHeTHYeCKoe ucciuenoBanus. HemanoBaxHbIM (pakTOpoM sIBIISIETCS BO3PACT
1 11oJ1 6osbHOTO. [{UTONEHNS Y MY>)KUMH CTapIlieil BO3paCTHON I'pyMHIIbl IPU
OTCYTCTBUU JAHHBIX 32 OHKOJIOTMYECKOE 3a00JIEBAHUE CITY>KUT OCHOBaAaHUEM
3anogo3puts MJIC.

Benymumu cumnromamu M/[C aBisit0TCS IUTONIEHUHN, KOTOPBIE THATHOCTUPYIOT
IIPHU CTOMKOM CHUKCHHH IeMaTOJIOTMYECKHUX TOKa3aTellel HIKe MOPOTOBBIX
3Hauenuii: Hb menee 110 r/n; abcomotHoe uncno Heiltpoduno (AUH) menee 1,8
% 109 /n w/unu Tpom6GoruToB Meree 100 x 109 /n. Bece nuarnoctuueckue
IpOIIeIyphl HAPABJICHBI HA HCKIIFOUEHUE PEAKTUBHBIX ITUTONEHUHN W APYTUX
KJIOHATBHBIX 3200JIeBaHUN KPOBETBOPHOM cucTeMbl. [lpu auddepennnanpHoi
JAMAarHOCTUKE HEOOXOIMMO YUUTHIBATH AHAMHECTUYECKHUE TAHHBIE O BO3MOXHOU
MPEIIeCTBYIONICH XUMHOTEPANUU, O0TYICHHH,

UMMYHOTEpaIuH, JICUCHUH TIpernapaTaMy paJloakTHBHOTO Ho/1a,
npodecCHOHATBHBIX BPEAHOCTSX, CBA3aHHBIMH C BO3JICCTBHEM BPEIHBIX BEIIICCTB
(ocobenHo OeH30a), TOTPeOJIECHNUN aTKOT0JIsl, KYpeHUH, CKIIOHHOCTH K
CIIOHTAHHBIM KPOBOTCUCHUSIM M HHPEKIUSIM. Y MOJIOJBIX OOJIbHBIX HEOOXOAMMO
NPUHSATH BO BHUMAaHHUE COCTOSHUS, YKa3bIBAIOIIE HA HACIICACTBCHHbBIC HAPYIICHHS
reMoI1033a, Takue Kak anemMuss GaHKOHH U 3a00JIeBaHMs CBS3aHHBIE C HAPYIIICHHEM
JUTMHBI TeoMep (HACJIeCTBEHHBIN AUCKEPATO3, alIaCTHYECKass aHEMUS U JIp.).
JUJTst TOKUITBIX OOJIBHBIX HEOOXOAMMO UCKITIOYUTh BTOPHUYHBIN XapaKTep
M3MEHEHUH, B IEPBYIO OYepeIb ACCOIMHUPOBAHHBIN COMUIHBIMH OITYyXOJISIMH.

JIucrura3ust pOCTKOB MHEJIOII033a HEKJIOHAJIBHOTO XapaKTepa MOXKET ObITh
00yCJIOBJICHA IIEJIBIM CIIEKTPOM 3THOJIOTHYECKHUX (PaKTOPOB. Tak, TU33pUTPOITOd3
MOKET HAOIFOAAThCS MPU:

-- B12/ponatneumuTHbIX aHEMUAX; BPOKIASHHON TU33PUTPOTIOITHICCKON
aHCMWH;

-- ayTOUMMYHHBIX T€MOJUTUYECKUX AHEMUSIX;

-- TAPOKCU3MaJIbHON HOYHOW TeMOTIIOONHYPUH;

-- QJIKOTOJIbHOM MHTOKCHUKAIIUH;

-- BupycHbIX nHpeknusx (rematutsl B u C, BUY, BB, napsosupyc B19);

-- ”HQEKIMOHHBIX 3a00JIeBaHUAX (MUITHAPHBIA TYOSPKYIe3, MaJIIpHUs,
JICUIIIMaHUO3)

-- OTpaBJICHHUHA 6GHBI/IHOM, CBHMHOOM M APYI'MMHU TAXKCIBIMHU MCTAJLJIaAMH,

-- KaK MpOsIBJICHHE MapaHeoIIaCTUIECKON PEaKiu, B TOM YKCIIE€ IPU BOBJICUCHUU
KOCTHOI'O MO3ra npu JuMQpomax/neitkosax;

-- ayTOMMMYHHBIX 3200JIeBaHUSIX (CHUCTEMHAs KpacHas BOJYaHKA, AyTOUMMYHHbBIN
TUPEOUINT);

-- neuruTe Meau W/ Wiy U30BITOYHOM MOCTYIUICHUH ITUHKA C TTUIIEH.



Jucrpanysionos3 MoXKeT HaOJII01aThCA:

MIPU UCTOJIb30BaHUHM JIEKapCTBEHHbIX npemnapaToB (I'-KCO,
UMMYHO/IETIPECCAHTHI);

npu BUpycHbIX uHpexuusax (BUY, 9bB);
KaK IpOsIBJIEHUE MTapaHeoIIaCTUYECKON peakluu;

MOCJIe XUMUOTEPAIUU B IIEPUO]T BOCCTAHOBJIEHHUSI KOCTHOTO MO3Ta.
JlrcMerakapruoLuTONnod3 MOKET HaOII0AaThCS

npu BUY-undexuuu;
pEaKTUBHOM/IIapaHEONTIACTUUECKOM MUENT0(pUOpo3e;
pU TPAHCIUIAHTALIMK KOCTHOT'O MO3Ta U MOCJIe MPOBEACHHOW XUMHUOTEpaIuu

ITocne monHoTO TCPAIICBTUYICCKOI'O O6CH€}IOBaHI/IH 6OHBHOFO, HCKIOYNBHICTO
«BTOpPI‘IHBIﬁ» XapaKTCp NUTOIICHUH, HGO6XOJII/IMO IMPOBCACHUC
I'eMaTOJIOTHYCCKOI'O O6CJ'I€JIOBaHI/I$I, KOTOPOC BKIIFOYACT B ceOst:

Mopdororuyeckoe uccieoBaHue NepruPpepruueckoil KPOBU U KOCTHOT'O MO3Ta sl
OIICHKHA aHOMAJIUM KJIETOK MeprudeprudecKoil KpOBU U KJIETOK IPEAIICCTBEHHUKOB;

TpGHaHO6I/IOHCI/IIO KOCTHOI'O MO3ra,
MUTOI'CHCTUYCCKOC NCCIICAOBAHUC IJIA BBIABJICHUA XPOMOCOMHBIX aHOMAJIUM.

[TepBuunoe noareepxkaenue MJIC nienecooOpa3Ho MPOBOAUTH B
CIIeIUATTU3UPOBAHHBIX

reMaToJIOTHYECKHUX LIeHTpax (oTaeneHusx). [ anekBaTHO#M BepuduKammm
JIMarHo3a U OIEHKU JUHAMUKHU T€YCHUsSI 00JIE3HU TPEOYIOTCS IIOBTOPHBIE
HCCIIeIOBaHUS KOCTHOT'O MO3ra 4epe3 HECKOJIbKO HEJEb, MECALICB UITH JIaXKE JIET.
B cnyuae ecnu quciuiasus IpuCyTCTBYET B KOCTHOM MO3T€ JIMIIb B OJTHOM U3
POCTKOB KpOBETBOpEHHSI MeHee, ueM B 10% KJIETOK, HET YBEIUYEHHS KOJIUUECTBA
0JIACTHBIX KJIETOK B IIepU(EepUISCKON KPOBH MU KOCTHOM MO3T€, KOJIBIICBHIC
cUIepoOJIacThl COCTABIAIOT MeHee 15% OT 3pUTPOMTHBIX MPEIIIICCTBEHHUKOB U HE
BBISIBIICHO IIUTOTCHETHYSCKUX aHOMAJIUH, TO 10 OKOHYATEIbHON BepUDHUKAIINH
nuarnoza MJIC pekoMeH10BaHO BBITTOJTHUTH MOBTOPHOE MCCIIEIOBAaHWE KOCTHOTO
Mo3ra yepe3 1-3-6 Mec., B 3aBUCUMOCTH OT JIMHAMUKH KIMHUYSCKHUX MPOSBIICHHM.
Takue maiueHThl, Kak MpaBUiio, UMEIOT YMEPEHHYIO ITUTONICHHUI0, U OBICTPOE
MPOTrpeCcCHpPOBaHUE 3a00JIEBaHUS Y HUX MaJIOBEposATHO. /[narno3 pedpakrepHoi
anemuu (PA) siBisieTcs mpaBOMOYHBIM, €Cliv TTociie 4 Mec. HabmoeHus He ObLIIo
JTMarHOCTUPOBAHO JTI000€ JIPYroe reMaToJIOTHIeCKOe UM HEreMaTOJIOTHYECKOe
3a00J1eBaHNE, KOTOPOE MOTJIO ObI OOBSCHHUTH MOSIBJICHUE MIUTONICHUU. ba3oBbIMuU
MeTogaMu JuarHocTuku MJIC sSBASIOTCSA UTOJIOTHYECKOE, THCTOJOTHYECKOE U
UTOINCHETHYECKOE UCCIICTOBAHNUS KOCTHOT'O

Mo3ra. [[poTounass TMTOMETPUSA, CKPUHUHT MOJIEKYJISIPHBIX HAPYLIECHHUH C
HCMOJIb30BAHUEM



IIMPOKOT€HOMHBIX TEXHOJIOTUH U MAaCCOBOTO MAapajuIeIbBHOIO T€HOTUIIMPOBAHUS B
HACTOSIIEE BPEMS HOCAT UCCIEN0BATEIbCKUI XapaKTEP U UCIIOJIB3YIOTCS B
OCHOBHOM B Hay4HbIX pa0boTax.

NmmyHOorncroxumnueckue uccaegoBanus npu MJIC nmpoBoasT Ha cpe3ax
napapuHOBBIX OJIOKOB TpenaHOOMONTATOB KOCTHOrO Mo3ra. Anturena k CD34
MPUMEHSIOT JUIsl BU3YaIM3alUU U MOJYKOJIUYECTBEHHOM OLEHKH KJIETOK C
OsacTHo Mopdomorueit BHe 30H sHI0CcTa; aHTUTeNna k CD61/CD42b nns
UICHTU(UKALINN KIIETOK METaKapHOLUTAPHOTO POCTKA, BHISBICHUS

Merakapuo0J1acToB, METaKaApUOIIMTOB HEOOIBIINX PA3MEPOB C TUTIOJIOO YIS PHBIMHU
anpamu, mukpogopmM. [Ipu UI'X-nucciaegoBaHuu MOKHO BBISIBUTH CHUKEHUE
skcnpeccun TdT+ , CD19+ U PAXS +, yto xapakrepno aig M/IC; npusHaku
MOHOLUTApHOU MU PEPEHIIMPOBKH MPH JIE€BOM CIBUTE» IPAHYIOLUTAPHOTO
pocTtka npu qudpepeHnnanbHON TMarHOCTUKE ¢ XPOHUYECKUM

MUEIOMOHOIMTapHBIM Jieiiko3oM (XMMJI), 3aboneBanuem u3 rpynmnst MIC/MIT3

Ctparndukanusa pucka

Onpenenenne MPOrHOCTUYECKOTO BapuaHTa — 00s3aTeNIbHBIN 111ar, CJIeTyIOIHi
HEenocpeCTBEHHO nocie Bepudukanuu auarnoza MJIC. YcranoBieHue rpyImibl
pHUCKa U BKIIIOUEHHE €€ B (POPMYIIMPOBKY JUArHO3a MO3BOJIAIOT CYIIECTBEHHO
YIPOCTUTH MPECTABIEHNE O KOHKPETHOM IMallMeHTe. DTO OYEHb BaXKHO, KOTa
OOJILHOM TTOTIaaeT B Ipyroe jJedeOHoe yupekaeHue U/ U K IPyroMy T'eMaToJIory,
a TaKXKe MpHU MPOBEICHUH KIMHUYECKUX nccieaoBanuii. bonee Toro, 3Hanue
BapHaHTa MPOTHO3a 1aeT OCHOBAHHE JieyalleMy Bpadyy 000CHOBATH BHIOOP
WHTEHCUBHOCTH JIEYeOHOT0 MOCOOUsI, BKITIOYasi TAKON Ba)KHBIM MOMEHT, KaK
onpezaeneHue cpokoB BeinoiHeHUs auio TT'CK.

Omnpenenenue prcka, CBI3aHHOTO ¢ XapakTepuctukoit Bapuanta MJIC, 6azupyercs
Ha KCIOJIb30BaHUU MTPOTHOCTUYECKUX CUCTEM OLIEHKH, 00bEIUHSIOIINX
OTJIeJIbHbIE KIIMHUYECKHUE U reMaTojiornueckue napametpol. B 1997 r., mon srugoit
MexayHapoJHOM MIKOJbI aHanu3a puckoB muenoauciuiazud (IMRAW), P.
Greenberg 1 coaBT. pa3paboTanu MexayHapoaHyI0 MPOTHOCTUYECKYIO OAITBHYIO
cucteMy (IPSS), yunuThIBaromyo KOJIUYECTBO OJIACTHBIX KIIETOK B KOCTHOM MO3T€,
IIUTOTEHETUYECKHE AaHOMAJIMH U BBIPAKEHHOCTD MepUPEPUISCKUX ITUTOTICHUN

MexayHapoHas paboyas rpyrmmna no nporsodupoanuio MJIC, npoananusupoBan
OTJIaJICHHbIE PE3YJbTAThl OOJBIIOTO0 MHOTOLEHTPOBOIO UCCIIEIOBAHMUS IO
nepBuuHbIM 00bHBIM MJIC, nepecmotpena cucremy IPSS. B pabote ObL10
MpOaHAIN3UPOBAaHA MPOrHOCTUYECKAsi 3HAYUMOCTh OOJIBIIOT0 KOJIUYECTBA J1aXKe
BECbMa PEAKUX aHOMAJUN KapUOTHUIIA, YTO MO3BOJUIIO KIAaCCU(PUIIMPOBATh UX HA
[ATh IUTOTEHETUYECKUX Tpynn pucka. B koneunom Buje llepecmorpennas
nporuoctuueckas 6anpHas cuctema (IPSS-R) no3sosnsieT knaccuduimpoBath
3a00J1€BaHME HA MATh MPOTHOCTUYECKUX TPYII, TOYHO YUUTHIBAS KAPUOTHUII,
KOJIMYECTBO OJIACTHBIX KJIETOK U TSKECTh OTAEIbHBIX IUTONICHUI



[IporHorHoctuueckue bamisl

(axTops! 0 0,5 1 1.5 2 3 -+

Kapuorun ( CCSS) O4enb o Xopouuwuii o ITpomesxy- [Tnoxoii Ouenb
XOpOLINH TOYHBII TUIOXOM

bnactel B KM, % <=2 _ >2<5 _ 5-10 >10

Hs, r/n >=100 _ 80-100 <80 _ . _

TpomGoruTsl, x107/1 >=100 50-99 <50 _ _ _ .

Heiitpodunsl, ade, >=(),8 <0,8 o o o o L

x10°/n

e ouyeHb xopomwmii — -Y, 11g-;

* IluTOreHeTHKA-TPYNIBI PHCKA:

® 0YeHb [UIOXOIi— KOMIUIEKCHBIE > 3 aHOMAJIHii

e Xxopowmmwuii — HOpMa, 5q—, 12p-, 20q-, ABOiiHBIE C 5q-;

® TpPOMEeXyTO4HbI— 7q-, +8,+19, i(17q) u npyrue oaMHOYHbIE U ABOWHBIE aHOMAIIHH;
e moxoit — -7, inv(3)/t(3q)/3q-, nBoiiHbIE ¢ -7/7q-, KOMILIEKCHbIe= 3 abeppaiuu;

prnnu PHCKAa H ME€AHAHA npe}mo.ﬂaraemoii HNPOAOIZKHTECJIBbHOCTH KH3HH:

I'pynms pucka O6ummii 6amn Meauana npooKUTETBHOCTH 25 % mporpeccus B OMJI,
JKH3HH, T 0e3 TepanuH, roJs!
0YEHb HU3KHIT <=1,5 8.8 -
HH3KHIA 2,0-3,0 53 10,8
[POMEHCYTOUHbII 3.5-4.5 3,0 3,2
BBICOKHI 5.0-6,0 1,6 1,4
O4Y€Hb BEICOKHIT >6.0 0,8 0,7

Hogas mpornoctuueckas cuctema [IPSS-R 6omnee coepiienna u ymydinaer
ctpatudukanuio 0onbHBIX. [Ipu conocraBiennu rpyr pucka 1o mkaie [PSS u
IPSS-R npubnuzurensro B 50% ciayyaeB 00JIbHBIE U3 TPYI HU3KOTO pUCKa
(HU3KUI pUCK U mpoMekyTouHbIi 1) mo mkane IPSS nepexonsart B rpynny
IPOMEXYTOYHOTO prcka o mkone [PSS-R.

OreHka MPOTrHO3a MOKET TEXHUYECKH OBITh YIIPOIEHa C TOMOIbI0 HTepHET
kanbkymsitopa (http://advanced.ipss-r.com) wiu 6ecrutatnoro npuioxenus: [IPSS-R
JUTst cMapT(OHOB M TUTAHIIIETHRIX KOMITBIOTEPOB. K coxkanenuro, Heo0X0umMo
MPU3HATh, YTO B HACTOSIIIIEE BPEMS HET YHUBEPCATIbHOUN MPOTHOCTUYECKOM MIKAIIHI,
KOTOpas BKiItoyana Obl B ceOst Bce 3HaunMble 1y MJIC napamerpsl

(Mopdonorudeckuit BapuaHT, cruieHomeranuto, JIJII, B2-Mukporio0ynuH,
beppuTHH U T.11.), ¥ B 3TON CBSA3U MPU MPUHATUU PEIICHUS O BEIOOPE TAKTUKA
TEepanuy MOXHO OLICHUBATh MPOTHO3 cpa3y Mo HeckonbkuM mikanam (IPSS, IPSS-
R, WPSS). B ocHOBHOM HayuHbIE JOKa3aTeabCTBA 3(PHEKTUBHOCTU U
0€30MacCHOCTH JOCTYMHBIX TEPANEBTUUECKUX OMIUN MOTYYEHbl B KIMHUYECKUX
HCCIIEIOBAHUSIX, B KOTOPBIX CTPATU(PUKAIMIO MAIMEHTOB MPOBOIUIN HA OCHOBE
cucteMbl IPSS. Kak cieactBue 3toro, Bce hakTHUECKUE PEKOMEHAAIUU 10
JICYEHUIO OCHOBBIBAIOTCS HA Pa3/I€JICHUN OOJIbHBIX HA FPYIIbl UYMEHHO COTJIACcHO
IPSS, uto mo3BossieT PoccuiickoMmy sSKCIEPTHOMY COOOIIECTBY PEKOMEHA0BATH €€
B KayecTBe 0a30BOr0 MHCTPYMEHTA MPHU (HOPMYIUPOBAHUY JUATHO3A U BHIOOpE
TEpaneBTUUYECKOTO MOAX0/1a.




Taxoke ciaenyet eme pa3 NOAYEPKHYTh, UTO Il (POPMUPOBAHUS OOJIEE YETKOTO
MIPEICTaBIICHUS O TEUEHUH 3a00JI€BaHUs U BbIOOpA ONTHUMAJIBHOTO
TEPaneBTUYECKOT0 BO3JEHCTBUS HACTOSTENBHO PEKOMEHYETCS BHITIOIHATh
MOBTOPHOE 00CJIe10BaHNE MAlIUEHTOB, & HE OCHOBBIBATHCS HA OJJUHOYHBIX
pesynbrarax. JlJig MaueHToB ¢ HEOLICHEHHBIM B CHITY TEXHUYECKUX MPUYUH
KApUOTHUIIOM TIPU BbIOOPE TEPareBTUUECKOTO peKUMa CIeayeT NPUHUMATh BO
BHUMaHHe Mopdonornueckuii BapuanT MJIC no kinaccudukanuu BO3,
KOJMYECTBO OJIACTHBIX KJIETOK B KOCTHOM MO3I'€ U IMHAMUKY UX U3MEHEHUS,
KJIETOYHOCTh KOCTHOT'O MO3Ta U TSXKECTh IIUTONEHHH.

Bbr160p onTUMa/JIbHOM TEpanuu

Br160op ontumanbsHOM Tepanuu onpeaenseTcss MophoJIOrndeCKUM BapuaHTOM
MJIC, ctenenbto pucka tpanchopmanuu B OMJI, BozpacToM u 061Imm
cocTostHUuEM manueHTa. Hanbomnee mpoiBUHYTHIM MPOTHOCTHYECKUM
uHctpymenTom nipu MJIC siBisiercs mepecMoTpeHHast MexayHapoiHast
nporuoctuyeckas 6amibHas cucrema (IPSS-R, 2012), npenycmaTtpusarorias
paszeneHrue NaldeHToOB Ha 5 rpynn pucka. Bo BHUMaHue MPUHUMAIOTCS TPOIIEHT
0JIACTHBIX KJIETOK B KOCTHOM Mo3re (<2%, 2,0-4,9%,5,0-9,9% u >10%), Bapuant
[IUTOTeHETHYECKUX abeppaliuii (5 MpOrHoCTUYECKUX KaTeropuid), TIIyOMHA U YUCIIO
nepudepuuecKux MUToneHui. st mpakTHYecKuX 1esiei yao0eH oHaliH
kanbkyssitop MDSFoundation, coaepskaiinii BClo CIpaBOYHYIO

uH)OpMAaIHIO.

B3pocibie nauuenTs! ¢ nepsuudbiM MJIC, u3 rpynnel Hu3koro pucka mno IPSS, ¢
OCCCHMIITOMHOM IIUTOTICHUEH HE HY)KIAIOTCS B JICUCHHUH | JIMIIH TPEOYIOT
peryispHoro oocienoBanus (pekoMeHaanus ypoas D). [lanmeHTs! U3 rpynimsl
mpoMexxyTouHoro-1 pucka mo IPSS, ¢ 6eccumntoMmHol uTonenunel, 6e3 n30bITKa
OJIACTHBIX KJIETOK U HEOJArompHsITHBIX



IIUTOTEHETUYECKUX aHOMAJINHA TaK)Ke HE TPEOYIOT JICUCHHSI, 1 MOTYT JIHIIIb
HaOMroMaThest (pekoMeHaarus ypoBas D). BenkunaTtenbHas cTpaTerusi MOKET
W3MEHUTHCS B OyIylIieM, B cliydae pa3paboTKu O€30MacHbIX METOI0B JICUCHUS,
CIOCOOHBIX BIUATH HA TPOrHO3. HEOOX0IMMO TOTYEPKHYTh, YTO IMAIIUCHTHI
JOJDKHBI TOHUMATh, YTO O€30MacCHOCTh HAOMI0IaTeIPHOTO TTOIX0/Ia 3aBUCUT OT
PETYISIPHOCTH MOHUTOPHUHTA. [leNbr0 TMHAMHYECKOTO HAOIIOACHUS SBIISCTCS
paHHEe paclo3HaBaHUE MPU3HAKOB YCYT'YOJICHUS [IUTOIICHNUH, YBEITMYCHUS YUCiIa
0JIACTHBIX KJIETOK B KPOBH MJIM KOCTHOM MO3T€, & TAaK)KE OIICHKA YBOJTFOIHH
KapuoTHIIA

Tepanus M/IC Hu3koro pucka

[MpumenutensHo k MJIC HU3KOTO prcKa (0YEHb HU3KUM, HU3KUI U
poMexXyTouHbIi puck 1o [PSS- R) ogHol u3 onuuii nedenus pedpakTepHbIX
aHEeMMI SBJISICTCS HA3HAUCHHE MPENapaToB SpUTPONOITHHA (1apOITIOdTHH anbda,
AM03-TUH anbda). YacTora oTBeTa Ha 3puTponodTHHbI pu MJIC cocrasnser
oko0110 20%. [IpenukropaMu OTBETA SIBISIOTCS YPOBEHb 3HIOTEHHOTO
spurponodtuna < 500 ME/Ma 1 oTcyTCTBHE BBICOKOI reMOTpaHc)y3noHHOM
3aBUCHMOCTH.

NmMyHoOCyTipeccuBas Tepanusi aHTUTUMOIIUTapHBIM T100ynuHoM (ATT) u
IIUKIIOCTIOPUHOM A MOKET ObITh 3()(PEKTUBHOM OMIIMEN 7151 TAIMEHTOB MOJIOXKE
60 JeT C BBICOKUM YPOBHEM SHIOTEHHOTO YpuTporiodTuHa (> 500 mE/Mn), rumo-
KJIETOYHOU MOp(doI0orueit KOCTHOTO MO3ra, B cllydae skcnpeccur antureHa HLA -
DR15 nnu o6HapyKeHHs KJIOHA TTAPOKCHU3MAIbHON HOYHOM IreMOTIOOUHYPUHT

(ITHT).

B cnyuae MJIC ¢ del(5q) npuMeneHure JeHanuI0Muaa IBISETCs caMOi

2 PeKTUBHON TepareBTUUECKOM OMueii. 3aMecTUTeIbHAs Tepanus mpenapaTaMu
KPOBH OCTAETCS BaXKHBIM METOJIOM KOPPEKIUU pedpakTEpHBIX aHEMUM, HO B CBOIO
ouepeib SIBISICTCS] MPUYUHOMN MEePerpy3Ku MOCTTPAHC(HY3MOHHBIM JKEIIE30M.
XenaTtopHas Tepanus (aedepa 3MPOKC) - OJUH U3 KITFOUYEBBIX JJIIEMEHTOB
COMPOBOIUTENHLHOM TepaIny MAIUEHTOB, MOIYYUBIINX OOJBIIIOE KOTUYECTBO
TpaHCcy3uil JOHOPCKUX IPUTPOIIUTOB.

Tepanust MJ[C BbICOKOTO pucKa

M/IC BbICOKOTO pUCKa (MPOMEKYTOUHBIN, BBICOKHI U OY€Hb BRICOKUN PUCK MO
IPSS-R) maaudecTupyroT ¢ My TbTHIIMHEHHBIX [IUTONIEHUN, 3HAYNTEITHHOTO
MOBBINIEHUS KOJTNYECTBA

0JIaCTHBIX KJIETOK B KOCTHOM MO3T€, HEOIAronpusTHBIX IIUTOTCHETHIECKUX
abeppauuii, obicTpoil Tpanchopmanueid B OMJI u orpannuennoit OB [13].
EnuncTBenHoOM TepaneBTUUECKOM omniuel, o0iaaaoiieil KypadbeabHbIM
MOTEHIIMAJIOM B IAHHOM CHUTYAIIUU, BJISETCS aJUIOT€HHAs TPAHCIJIAHTALUS
reMono3THYecKux cTBOJIOBBIX KieTokK (aiuto-TI'CK). K coxanenuto, peuuuBbl
MJIC u cMepTHOCTB, CBSI3aHHAS HEMOCPEACTBEHHO C MPOLIEAYPOM
TPaHCIUIAHTALINK, BKJIIOYAS] OCTPYIO U XPOHUUYECKYIO PEAKIINIO TPAHCIUIAHTAT
MIPOTHUB XO351UHA, SIBISIOTCS (haKTOpaMu, OTPAHUYUBAIOIIUMU €€ IPUMEHEHUE.



[TatmenTs crapuie 55-60 €T, COCTaBIISIIONIME OCHOBHYIO MOMYJISAINIO OOJIBHBIX C
MJIC, kak npaBUJIo, HE pacCCMaTPUBAIOTCS B KAYECTBE KAaHAUIATOB JJIsI
TpaHCIUIAHTALINH.

IIpu HeBo3mokHOCTH npoBeaeHus amno-T1'CK cranmaprom ABnseTcs
AMUTeHeTUYEeCKas Tepanus. A3alUuTUINH (5-a3allUTUIMH) U JenutaduH (5-a3za-2'-
J€30KCULIUTUIMH ) OTHOCATCA K KJIacCy TMIOMETHIIMPYIOIINX ar€HTOB WX
unruouropos JJHK-metuntpanchepassl (BKMT), hepmenTa, oTBeuatomero 3a
MetuimpoBanue BHOBb cuHTesnpyemon JIHK [15]. MakopnopupoBanue 5-
azanykineoruioBB JIHK npuBonut k pa3peiBy €€ cBazeid ¢ DNMT u
NOCIIEYIONIEMY TPOTEOCOMHOMY pacUIeIUICHUIO (pepMeHTa. YTHETEHUE
aktuBHOCTH DNMT BrI3bIBacT NoHMKeHMUE cTeneHn Mmetmimposanus JJHK B
JOYEPHUX KIIETKaX, 00pa3yIoLIUXCs B Pe3yJIbTaTe JEICHUS UCXOHON KIETKH-
MUILIEHH.

Hecmotps Ha HecomHeHHBIN yenex B Tepanun M/IC, octaeTcss MHOXKECTBO
HEpEeIIEHHbIX Mpo0ieM. DPPEeKTUBHOCTb CTAHJAPTHON XUMHUOTEpAIIUU
orpanndeHa. Bo3amoxxnoctu peanuzanuu auioreHHo TI'KC orpanuyeHsl
MOKUJIBIM BO3PACTOM OOJIBIITMHCTBA MAIMEHTOB U COMMYTCTBYIOLIEH MaTOIOTUEH.

Jnst manerToB ¢ MJIC HU3KOTO pHCKa Peaii30BaHO HECKOJIBKO TEPANICBTUYCCKUX
pemenuii. B ciiyuae M/IC c del(5q) ¢ TpaHcdy3noHHO3aBUCUMOM aHEMUEH
ONTUMAJIHBIM PEIICHUEM SBIISETCS Ha3HadeHue JeHanuaomuaa. [lanuenram 6e3
del(5q) mnist KoppekMM aHeMHUH MOT'YT Ha3HA4aThCs MpernapaThl 3PUTPOIIOITHHO-
BOTO psizia (mapO3modTuH anbga, FS1o3TUH ainbha). OnTUMaNbHBIA OTBET CIEAYET
OKUJATh y MallUEHTOB C HU3KUM YPOBHEM SHJOTEHHOT0 ApUTpo-TiodTHHA (< 500
ME/MiT) 1 HU3KO# oTpebHOCThIO B TeMoTpaHcdy3usix. B cutyamuu MJIC ¢ rumo-
KJIETOYHOI MOp(}OIOTHel KOCTHOTO MO3Ta U HU3KUM YUCJIOM OJIACTHBIX KJIETOK B
KOCTHOM MO3T€ HanueHTaM MoJioxke 60 JIeT onpaBaaHO MPOBEICHUE
KOMOHWHHMPOBaHHOM MMMYyHOCynpeccuBHO Tepanuu ATI u nukiocnopuHoM A.

[Maruentam ¢ MJIC Huskoro pucka 6e3 del(5q), He OTBeTHBIINM Ha
BBINICTICPEYNCIICHHBIC OTIINH, a TAKKE B Cllydae KIMHUYECKH 3HAYMMOM HEUTPO-
MIEHUHW W/WIN TPOMOOIMTONIEHUH TIEIeCO00pa3HO Ha3HAUCHHE
TUTIOMETUIIUPYIOIINX areHTOB (a3a-IUTHANH, TEIUTA0NH).

Bceewm 6onbabIM ¢ MJIC BBICOKOTO pricKka Mosioxke 65-70 neT npu HaIu4uu
COBMECTHMOTO JIOHOpPA CJIEAYET pacCMaTpUBaTh BO3MOKHOCTh IPOBEACHUS
amtoreHHoil TI'CK. bonbHBIM cTapiiie 55 et onTuMalibHO MPOBOJUTH
TPAHCIUIAHTALUIO CO CHUKEHHON MHTEHCUBHOCTHIO KOHJUIIMOHUPOBAHHSL.

OO06HaeKMBAIOIIUM MOAX0/I0OM SIBJISIETCSI IPUMEHEHUE TUITOMETHUIINPYIOIIUX
areHTOB C b0 IUTOPEAYKIMH nepen Tpancmiantanuei. [lauuentsr ¢ MJIC
BBICOKOT'O PUCKA, KOTOPbIE€ HE MOJXOST J TPAHCIUIAHTALIUU, TOJKHBI MOJTy4aTh
JIeYEHUE TUTTOMETUIIUPYIOINIUMHU areHTaMu (a3allUTU]IUH, TEIIUTA0NH).
ABalUTUIMH Ha CETOAHSIIHUN JICHD SIBISIETCA €IMHCTBEHHBIM MIPENapaToM,
yBenunuuBaronuM OB 1o cpaBHEHHIO CO BCEMU APYTUM HETPaHCIIaHTAlIMOHHBIMU
Metonamu JieueHus. Co3nanue HOBbIX 3P(HEKTUBHBIX KOMOUHAIIMN HA OCHOBE
HOBBIX MPENAPATOB MPEJICTABISIETCS OMmKanien nepcrneKTUuBOn
COBEpIICHCTBOBaHUs TexHosorui seuenus MJIC.



3aKJo4eHue

M/IC xapaKkTepHu3yOTCs T€TEPOr€HHBIM TEYEHUEM U MOTYT IIPOTEKATh KaK B BUIE
3a00J1eBaHUs C TOYTH HOPMAJIbHOM MPOAOTIKUTEIBHOCTBIO JKU3HH, TaK U B BUJIE
MaTOJIOTUH, CXOJIHOM 1o TeueHuto ¢ OMJIL. BriOop cTpaTeruu nedeHus Ipu TaKOM
pa3Hoo0pa3HOM TE€YEHHH 3a00JI€BaHUS OCYLIECTBIISIETCS HA OCHOBE PUCK-
aJaITUPOBAHHOIO NIOAX01a, BEAYIIIUMUA UHCTPYMEHTaAMU KOTOPOTO SIBISIOTCS
nporuoctuueckue mkansl — IPSS, IPSS-R, WPSS. B tepanuu MJIC, ¢ yuetom
0COOEHHOCTEM MaTorenes3a u pasHOPOIHOCTH 3a00J1eBaHus, CYLIECTBYET
HECKOJIbKO HampaBlIeHU, ogHaKo Hanbosee 3Q(heKTUBHBIMU U TPU3HAHHBIMU BO
BCEM MHUPE SBIAOTCS: CHMITOMAaTUYECKAs!, IMTOCTATUYECKAst, UMMYHO-
CYIPECCUBHAsI U UMMYHOMOAYJIMPYIOLIAsl TEPAIINs, ajl-JIOT€HHasl TPAHCILIAHTALMS
IFeMOITIOITUYECKHUX CTBOJIOBBIX KIIETOK.

HecmoTpst Ha Hanmyue B apceHalie Bpaya HHCTPYMEHTOB, MO3BOJISFOIIUX
onpenenath puck TeueHus MJIC u mporno3upoBarh 00beMbl 00CIICI0BAHUS U
JICYCHMSI MAIMeHTa, CIIOCOOHOCTh 3a00JIeBaHUSI MOJTHUEHOCHO
tpanchopmupoBatbcsi B OMJI TpeOyeT 0T MeAUITUHCKOTO pabOTHHUKA OBICTPOTO
MPUHSATHUS PEIICHUSI O CMEHE CTPATETUH JICUCHUS.
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