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BeeneHune

Muenoaucmnactuaeckue cuaapomsl (MJIC) mpenctaBisioT co00i reTepOTeHHYIO TPYITY
KJIOHAJBHBIX 3200JI€BAHUI CUCTEMBI KPOBH, XapaKTEPUIYIOIIUXCS [IUTONCHUEH, TPU3HAKAMH
JMCMUEINION033a U BRICOKUM PUCKOM TpaHC(OpMaIK B OCTPbIE MUETOUAHBIE J1eliko3bl (OMJI).
B EBporie u CIIIA 3a60sieBaeMOCTh B 00III€H TOIMYJISIIIUU COCTABIISIET OKOJIO 4--5 ciydaeB Ha 100
ThIC. Hacenenus B roJ1. [locne 60 et yactota yBenuuuaercs 10 20--50 ciaygae Ha 100 ThIC.
4esioBeK B roJl. B nienom B EBpore exeroqHo AMarHocTupyroT IPUMEPHO 25 ThIC. HOBBIX
cllydaeB. YUMTHIBas HEYKJIOHHOE «CTapeHHe» HaceleHus: EBponbl, mojaraimT, 4To 4ucio
6ompHBIX M/IC Oyner B Onrpkaliiue NeCATHUIICTHS JIMIIb BO3PAcTaTh. JTH JIaHHBIC
CBUJCTEILCTBYIOT 0 TOM, 4T0 MJIC MOKET CTaTh OJHOM M3 aKTyaJIbHBIX TIPOOIIEM IS
reMaTosIoroB U Bpauel Jpyrux crenuanbHOCTEN.

VYuuteiBas, yto Teuenne MJIC MoxeT BapbUpoBaTh OT MHIOJETHOTO JI0 arpECCUBHOTO, OBICTPO
npuBoasauieMy K Tpanchopmaryu B OMJI, npuHATHE KIMHUYECKUX PELIeHUH, Kacaroluecs
CPOKOB Hayaja 1 BbIOOpa METOJIOB JICUEHUS, SIBISETCS TOCTATOUHO CclI0KHBIM. Kpome Toro,
MHOTHE PEKOMEHAIIN OTHOCUTENBHO 3PPEKTUBHOCTH TE€X UM UHBIX TEPANEBTUUECKUX
BO3/ICVCTBUH 4aCTO OCHOBAHBI HA PE3YJIbTaTaX HEKOHTPOJIUPYEMBIX KIMHUYECKHAX
UCCIIeIOBAaHU, KOTOpbIe He 00eCeunBalOT I0OCTATOUHYIO JI0Ka3aTeNbHYI0 0a3y B MOAJIEPKKY
TOTO WJIM UHOTO MOJIX0/1a.

Tpyanocts quarnoctukn MJIC oOycioBieHa TeM, YTO OCHOBHBIE KITMHUYECKUE TPOSIBICHUS
3a0o0JieBaHus HE creln(PUUHbI, ¥ HanOOJIee YacTO O0YCIIOBJICHBI KaK KOJIMYECTBEHHBIMHU, TaK U
KaueCTBEHHBIMH U3MEHEHUSIMHU CHCTEeMBI KpoBeTBOpeHusa. OcHoBHBIE TiposiBieHuss MJIC npencraBieHs
LUTOIIEHUYECKUM CHHAPOMOM (aHEMHUYECKUI CHHIIPOM, TeMOPPArnuecKiii CHHIPOM, JIEWKOIEHHS ),
MH(EKIIMOHHBIMH OCJIOKHEHUSIMH, CTUIEHOMET e, ayTOMMMYHHBIMH ITPOSIBIICHUSIMH U B-cumnTomamMu
(CHIIKEHME MacChl Tejla, CyO(eOpUIUTET B BeUepHEe BpeMsl, IIOTJIMBOCTh, 00IH). AHEMUYCCKHI CHHIPOM
(cmabocTh, TOIOBOKPYKCHUE, OJBIIIKA MPU (GU3NIECKON Harpyske, cepaueconeHue) Bctpedaercs B 80-90
% ciydaeB M XapakTepH3yeTcsl pa3HOM CTEMEHBIO BRIPAKEHHOCTH. | 'eMopparndecKkuii CHHIAPOM
(xMMHAYECKH 3HAYMMasi TPOMOOITUTOIIEHHUS B aHAIIN3aX KPOBH) oTMedaercs B 25-70 % cimydaes,
reMopparndecKkue MposBIeHs (TTeTeXHaIbHbIe BRICHIIAHIS Ha KOJKE M CITU3UCTHIX, HOCOBBIE, JI€CHEBBIE,
MaTOYHbBIE, IOYEUHBIE U JKETYI0YHO-KUIIIEYHBIE KPOBOTEUCHUS, KPOBOMBIHSHIS B CKJIEPHI M TOJIOBHOM
MO3T) B Ae0ioTe 3aboneBanns otMedeHsl B 15-30 %. Ilarorene3 nHGEKIIMOHHBIX OCIOKHEHUN
00yci0BIIeH HEHTponeHnel u AnchyHKIFeH TpaHyI0IUTOB, KOTOpas, B CBOIO OYEPE/Ib, IPOSBIIACTCS
HapyIIeHueM (aronuTapHOi aare3ur, XeMOTaKCHCOM. AyTOMMMYHHBIE TIPOSIBIEHHUS BCTpedaroTes B 10
% ciygaeB, MaHH(ECTUPYS B BUAE CUCTEMHOTO BACKYJINTA, HEKPOTHYECKOTO TAHHUKYIINTA,
CEpOHETaTHBHOTO apTPHUTA, PEBMATHIECKON TOMTUMHUANTHH, KyMOC-TTONOKUTENEHOW TeMOTHTHYIECKON
aHeMWH, IepuKapanTa, miespurta [5, 10, 11].

Knaccudukauyma MAC

B cootBercrBuu kinaccuduxauuu BO3 2017 Beiaenaror 10 Ho3omornyeckux ¢opm:
1. MJIC c nuHeitHOM nucmnasueil: pedpakTepHas aHeMus,

2. MJIC c nuneitHO# nuciasueil: pegpakrepHast HEUTPOIeHuUs,

3. MJIC c nuHeitHOM qucinasueil: pedpakTepHas TpOMOOLUTONEHUS,

4. MJIC ¢ MynbTHJIMHEHHON NUCIIIa3ueH,

5. MJIC ¢ konblieBbIME cHJIepo0IacTaMu ¥ TUHEHHOW JUCILIA3HEH,

6. MJIC c xonbueBbIME cuaepoOnacTaMu U MyJbTHIMHEHHON qucTIa3ne,



7. MJIC c nzonnpoBaHHOH Aenenuel AMMHHOTO mieda 5 xpomocomsl ( del(5q),
8. M/IC ¢ n36bITKOM OMacTOB-1,

9. MJIC ¢ u30bITKOM 0J1aCTOB-2,

10. MZIC neknaccuduupyembiit

Pa6oueit rpynmoit mo M/IC (2007) mpeanokeHbl KaTerOPHH, KOTOPBIX HE BOIUIH B KJIaCCUPHUKALINIO
BO3: nanonarudeckast qucruia3ust HeyrouHneHHoi stuonoruu (IDUS) n mauonaruyeckast IUTONECHHS
HeyrouHneHHou dtronoruu (ICUS). Jlns uauonaTu4eckoi muciiia3un HeyrounenHou stronoruu (IDUS)
XapaKTepHO OTCYTCTBUE IUTONCHUH, MO0 TIOKa3aTeI YyTh HUKE HIDKHeH Tpanuisl Hopmel (Hb > 110
r/in, AYH > 1,5 x 109 /1, TpomOonmtet > 100 x 109 /) Ha npoTsbkeHnu Oomnee 6 Mec, HATMYUE TPU3HAKOB
nuciuta3uu oonee, 4eM B 10% KIIETOK, OTCYTCTBHE KIOHAIBHBIX UTOTEHETHYECKIX MIIH MOJIEKYIISPHBIX
MapKepoB M OTCYTCTBHE KaKOH-I100 WHOW MPUYMHBI JJI1 BOSHUKHOBEHUS Auciiiasun. [Ipu orcyrerBun
JUCIIIA3UH, KIOHAJIBHBIX [IUTOTEHETUYECKUX MIIM MOJIEKYIIIPHBIX MapKepOB, KOHKYPEHTHBIX
3a0osneBanuil u JumrensHon nutonenuu (Hb < 110 r/n, AYH < 1,5 x 109 /i1, Tpom6Goriuter < 100 x 109
/1) pekoMeHayercs ucmonb3oBath TepMuH [CUS (MauonaTryeckast IUTONEHUS HEYTOYHEHHOW TPHPOIBI
i peM/JIC) ¢ 06s3aTensHBIM MOP(OTOrHYECKUM U IIUTOI'eH ETHYECKUM UCCIIEJOBAHUEM KOCTHOT'O
MO3Ta B TUHAMUKE JJTs1 UCKIfoueHus pazsutus MJIC.

AunarHoctnka MAC

Huarnoctuka MJIC TpebyeT npex/ie Bcero KOMIUIEKCHOro o0cneqoBanus. B GonpmimHCTBE CiydaeB
MJIC — 3T0 nuarHo3 uckmoueHus. 1 peds et He TOIbKO 0 BapraHTax 6e3 n30bITKa 01aCTHBIX
KJIeToK. /laske B TeX cirydasix, KOraa KOJIMYeCTBO KOCTHOMO3I'OBBIX MUEI00IACTOB MpeBHIIIaeT 5 %,
HEOOXO0IMMO NMPOBECTH U PepeHINATBHBIN JUArHO3 C LENbIM PSIIOM MHETIOUIHBIX HEOIUIa3ni,
HMEIOIIUX CXOIHYI0 MOP(OIOrHYEeCcKyI0 KapTUHY. 3HaUnMoe npesbienue ypoas 10 % mpu
COBOKYITHOCTH C IPYTUMH TIPH3HAKAMH — BECOMBII JTOBOJ B MOJB3Y Bepudukarmu MJIC.

O0s13arenbHbIe JIEMEHTHI 00CIEI0BaHNUS — TUCTOJIOTMYECKOE U IIUTOreHETHYECKOE HCCIICAOBAHMS.
HemanoBaxHbIM (hakTOpOM SIBIISIETCSI BO3pACT | 110 O00abHOr0. LluTonenus y My»K4nH crapiiei
BO3PACTHOH TPYIIIBI TPH OTCYTCTBUH JAHHBIX 32 OHKOJIOTMYECKOe 3a00JIeBaHHE CIIY)KUT OCHOBaHUEM
zanono3puth MJIC.

Benymumu cumnromamu MJIC SIBIISIFOTCS] IIUTOTIEHUH, KOTOPBIE AUATHOCTUPYIOT TIPU CTOHKOM
CHIDKCHHH TeMaTOJIOTMUECKUX TTOKa3aTeIe HIbKe IMoporoBeIX 3HadeHmi: Hb menee 110 r/m; abcomorHoe
gucno HeiitpodumoB (AUH) mernee 1,8 x 109 /m u/unu tpomOonmroB meree 100 % 109 /m. Bee
JMAarHOCTUYECKUE MPOLeAyphl HANPaBJIeHbI HA UCKIFOUCHNE PEAKTUBHBIX IUTONCHUN WIIH JPYTHX
KIJIOHAJbHBIX 3200JIeBaHUH KPOBETBOPHOU crcTeMbl. [Ipu muddepeHnmanbHoi TarnocTuke Heo0X0IuMO
YUUTHIBATh AHAMHECTHYECKUE JaHHbBIE O BO3MOXKHON MPEALIECTBYIOIIEH XUMHOTEpAIUH, 00JIyYeHNUH,
HMMYHOTEpanuy, JIeYeHUH IpernapaTaMi paiioakTHBHOrO Hoja, MpoQecCHOHaIBHBIX BPEAHOCTSIX,
CBSI3aHHBIMH C BO3/ICHCTBHEM BPEIHBIX BelIecTB (0COOEHHO OeH30I1a), TOTPEeOICHIH alIKOT OIS, KypeHHH,
CKJIOHHOCTH K CIIOHTQHHBIM KPOBOTEUEHHSIM M MH(EKLIUAM. Y MOIOABIX OOIBHBIX HEOOXOIUMO PUHSITD
BO BHHMaHHE COCTOSHUS, YKa3bIBAIOLIME HA HACIEICTBEHHbIE HAPYIICHHS TeMOII033a, TAKHe KaK aHEeMUS
daHKOHHM U 3a00J1€BaHUs CBSI3aHHBIE C HAPYILIEHUEM JUTMHBI TeIOMep (HacleCTBEHHBIN IUCKEPaTo3,
arulacTrdeckast aneMust 1 p.). s moxxussix 60IbHBIX HEOOXOANMO UCKIIIOYUTH BTOPUYHBIN XapakTep
W3MEHEHUH, B IEPBYIO OUYepelb aCCOLNNPOBAHHBINA COIUIHBIMU OITyXOJISIMH.

I[I/ICHJ'IaBI/IH POCTKOB MHUECIIOIN033a HCKIIOHAJIBHOI'O XapaKTepa MOXCET OBITH 06y0J'IOBJ'I€Ha HECJIBIM CIICKTPOM
OTHUOJIOIMYCCKUX (l)aKTOpOB. TaK, AU33PUTPOII033 MOKET Ha6J'IIO,Z[aTI:CH apu:

-- B12/onarnedunuTHEIX aHEMUSIX;

BpOX[J €HHOH ,I[I/I33pI/ITpOHO3TI/ILI€CK0ﬁ AaHCMUH,



-- ayTOMMMYHHBIX TEMOJIUTHYECKUX aHEMUSIX;
-- TApOKCU3MAIbHOW HOYHOW TeMOTJI00MHYPHH;

-- QJIKOTOJIbHOW WHTOKCHKAIINY;

-- BUpycHbIX uHpeknusx (renatutel B u C, BUY, 9bB, napsoBupyc B19);

-- THQEKINOHHBIX 3a00JIeBaHUAX (MIIMAPHBINA TYOepKyIie3, MaJspus, TSUHIIMaHNO3)
-- OTpaBJIcHUU OCH3MHOM, CBHHIIOM M IPYTUMH TSDKEIBIMUA METaIJIaMu;

-- KaK IPOsIBJCHUE MMAaPaHEOIIACTHYCCKOM PEAKIIUH, B TOM YHCJIE TP BOBJICUECHUH KOCTHOTO MO3Ta TpH
numpomax/nernkos3ax;

-- ayTOMMMYHHBIX 3a00JIeBaHHUAX (CHCTEMHAsi KpacHasi BOTYaHKa, ayTOMMMYHHBIH THUPEOUINT);
-- neunHTe MEAX U/UITH U30BITOYHOM MOCTYTUICHUH IIUHKA C TTHIICH.
Jucrpanynomnos3 MoxeT HabJItoJaThC:

- TP UCTIONIb30BAaHUH JieKapcTBEHHBIX mpenapaTtoB (I'-KC®, ummyHomenpeccanTsl);

nipu BUpycHBIX nHpeknuax (BUY, 9BB);

KaK IPOsBJICHUE napaHeonnaCTquCKoﬁ PCaKunu,

MOC/I€ XUMHUOTEPAIIMH B IIEPHO BOCCTAHOBJICHUS KOCTHOI'O MO3Tra.
JlucMerakapruonrTON033 MOXKET HaOII0IaThCs:
- npu BUY-undexnnm;
- pECaKTUBHOM/TTapaHEOIIAaCTHUYECCKOM MHUEIO(hHOpO3e;
- IIPY TPAHCIIAHTAIIMK KOCTHOTO MO3Ta ¥ MOCJIE TPOBEJCHHON XUMHUOTEPAITHN

[Tocne momHOTO TEpamneBTUYECKOro 00cIeI0BaHus OOIHHOTO, HCKITFOUMBIIIETO «BTOPUYHBINY» XapaKTep
LIUTOIIEHNH, HEOOXOIMMO TIPOBEICHIE TeMaTOIIOTHIECKOT0 00CIeIOBaHMSI, KOTOPOE BKITIOYAET B ce0s:

- Moporornyeckoe uccieaoBanre nepupepruaeckoil KPOBH U KOCTHOT'O MO3Ta IS OIIEHKH aHOMAaJIHiA
KJIETOK TTepru(epraeckoil KpOBU M KIIETOK MPEIIIeCTBEHHUKOB;

- TpeHaHO6I/IOHCPIIO KOCTHOI'O MO3ra,
- HUTOI€HETUYCCKOEC UCCIENOBAHUEC JIA BBISABJICHUS XPOMOCOMHBIX aHOMaJIH.

[lepuunoe monreepxkaeane M/IC nenecooOpa3HO MPOBOAWTH B CIIEITUATN3APOBAHHBIX
reMaToJIOTHYECKUX LEHTpax (oTAeneHusx). s anexkBaTHON BepuUKaMy AUAarHo3a U OLeHKU
JUHAMHUKH Te4eHHs 00JIe3HU TPeOYIOTCS IMOBTOPHBIE UCCIEIOBAHMUS KOCTHOI'O MO3Ia Yepe3 HECKOIbKO
Hellelb, MECSILIEB MM Aake JeT. B ciaydae ecnu aucnasus NpUCyTCTBYET B KOCTHOM MO3T€ JIMIIb B
OZJTHOM M3 POCTKOB KPOBETBOpEHHsI MeHee, yeM B 10% KIIeTOK, HET yBEIMUECHUS KOIUYecTBa OIaCTHBIX
KJIETOK B Mepru()epruvIecKoil KpOBU MIJIM KOCTHOM MO3I'€, KOJIBLEBbIE CHAEPOOIACThI COCTABIIIOT MEHEE
15% OT SpUTPONAHBIX NPEAIIECTBEHHUKOB U HE BBISBICHO IUTOI€HETHYECKUX aHOMAIUI, TO 10
OKOHUaTenbHOH Bepudukanuu quarnoza MJIC pekOMEeH10BaHO BBIOJHUTH IIOBTOPHOE MCCIIEI0BaHNE
KOCTHOI'0 Mo3ra yepe3 1-3-6 mMec., B 3aBUCMMOCTH OT JUHAMUKHU KIMHUYECKUX MposiBieHui. Takue
MAIMEHTHI, KaK IPaBUIIO0, UMEIOT YMEPEHHYIO IUTONEHHIO, M OBICTPOE MPOrpeccupoBaHue 3a00IeBaHus y
HUX MaJloBeposTHO. Jlnarnos pedpaxreproit anemun (PA) sBnsiercss mpaBOMOYHBIM, €I 1ocie 4 Mec.
HaOJI0IeHHS He OBUIO TMarHOCTHPOBAHO JII000E IPYyroe reMaToIOrHIecKoe MIIM HEreMaTOIOrH4ecKoe
3a0oneBaHue, KOTOPOE MO0 Obl OOBSICHUTH MOSIBIICHHE IUTONIEHUH. ba30BbIMM MeTOJaMH JUarHOCTUKU
MJIC sBASAIOTCS] HUTOIOTMUYECKOE, THCTOIOTMYECKOE M IUTONEHETUYECKOE UCCIIEN0BAaHUS KOCTHOTO
Mosra. [IpoTodnasi ntuToMeTprs, CKpUHUHT MOJIEKYJIIPHBIX HAPYLIEHUH C HCTIOJIb30BAHUEM



MHUPOKOTICHOMHBIX TEXHOJIOTUM X MacCCOBOI'O nmapajijieibHOI'0 rCHOTUIIMPOBAHUA B HACTOAIICC BpEMA
HOCSIT UCCIICAOBATCIbCKUM XapakTep U UCHOJIB3YKOTCI B OCHOBHOM B HaAYYHBIX pa60Tax.

UmmyHorucroxumuueckue uccnenoBanus npu M/IC nmpoBogsT Ha cpe3ax nmapaduHOBBIX OJI0KOB
TPEnaHOOMONTaTOB KOCTHOro Mo3ra. Anturena k CD34 npuMeHsIoT Al BU3yalln3aluy U
MOJTYKOJIMYECTBEHHOMN OLICHKHU KJIETOK ¢ 0JacTHOM MOp(OJIOTHEl BHE 30H 3H]IOCTA; aHTHTENA K
CD61/CD42b nnst uaeHTH(PUKALNH KIETOK METaKapHOILUTAPHOTO POCTKA, BBISBJICHUS
Merakapruo0JIacTOB, MEraKapUOIMTOB HEOOIBIIUX Pa3MEPOB C TUIIOJIO0YIISIPHBIMHU SLIPAMU, MUKPOGOPM.
[Tpu UI"X-nccnenoBanuy MOXKHO BBISIBUTH CHIDKeHHE dkcnipeccuut TdT+ , CD19+ 1 PAXS +, uto
xapakrepso s MJIC; npu3zHaky MOHOIUTapHOU AU GEPESHIINPOBKH IIPH «JICBOM CIIBUTE)
TPaHYJIOIHUTAPHOIO POCTKA TP TUPPepeHIINaATEHON TMarHOCTUKE C XPOHUYECKUM
MHUETOMOHOIUTAPHBIM JieiikozoM (XMMJI), 3aboneBanuem u3 rpynmnsl MJIC/MIT3

Crpatuduxanus pucka

Omnpenenenye NPOrHOCTUYECKOI0 BapuaHTa — 00sA3aTeNbHBIH 11ar, CIeAYOIIUI HEIOCPEACTBEHHO
nocie Bepudukanyu auarnoza MJIC. YcraHoBlieHHe TPYIIIBI pUCKA U BKJIFOUEHUE €€ B JOPMYTHPOBKY
JIMarHo3a I03BOJIIOT CYLIECTBEHHO YIIPOCTUTH IIPECTaBIEHUE O KOHKPETHOM IallueHTe. DTO OUeHb
Ba)KHO, KOT1a OOJIBHOM TOMajaeT B Apyroe JedeOHoe yupeKaeHHe H/UiIH K IpyroMy TeMaTolory, a
TaKKe IPU IPOBEIACHUM KIMHUYECKUX HCCIEN0BaHUN. boiiee Toro, 3HaHne BapuaHTa IPOrHO3a JaeT
OCHOBaHUE JieJaleMy Bpauy 000CHOBATh BbIOOP MHTEHCUBHOCTH JIeue€OHOI0 I0CO0Us, BKIIFOUas TAKOM
Ba)KHBI MOMEHT, KaK onpezeneHne cpokos BoinmoaHenns amto TT'CK.

OmpeneneHne prucka, CBI3aHHOTO ¢ XapakTepucTukoi Bapuanta MJIC, 6a3zupyercs Ha UCIIOIL30BAHUH
MPOTHOCTHYECKUX CUCTEM OIEHKH, 00bEAMHSIONINX OTJENbHbIC KITMHHYECKAE H FeMaTOIOTHIeCKUe
mmapamMeTpbl. B 1997 ., mox sruaoit MexIyHapOIHOM IIKOIBI aHAIM3a PUCKOB MUEITONCIIIIA3HH
(IMRAW), P. Greenberg u coaBT. pa3zpaboTaim MexayHapoIHYIO TPOrHOCTHIECKYIO OAIBHYIO CHCTEMY
(IPSS), yIUTBIBAIOIIYIO KOJTMIECTBO OJIACTHRIX KJIIETOK B KOCTHOM MO3T€, IIUTOTCHETHICCKIE aHOMATUU 1
BBIPAKEHHOCTh TIepH(epHUUECKUX IIUTONCHUN

MexayHaponHas pabodas rpymma mo nporaosuposannio M/J[C, mpoaHanmm3upoBaB OT/aIeHHBIE
pe3yaBTaThl OONBIIIOT0 MHOTOIIEHTPOBOTO UCCIIE0BAHNUS 0 TepBUYHBIM 00mbHBEIM M/IC, mepecmotperna
cucremy IPSS. B pabore 0b110 mpoaHani3npoBaHa MPOrHOCTHYECKAs 3HAYMMOCTH OOJIBIIIOTO KOJTHMYECTBa
Ja)ke BEChMa PEIKMX aHOMAJIM KapHOTHIIA, YTO TIO3BOIMIIO KIACCH(UIIMPOBATh MX HA IAThH
[UTOTeHETHYECKHX TPy pucka. B koneunom Buze [lepecMoTpenHas mporHocTudeckas OairbHas
cucrema (IPSS-R) mo3Bomsier kmaccudumpoBars 3a0ojeBaHie Ha TSATh MPOTHOCTHYECKUX TPYIIIL, TOYHO
YYUTHIBAs] KAPUOTHII, KOTUIECTBO OJIACTHBIX KJIETOK U TSKECTh OTAENBHBIX ITUTONEHUN

IIporuoruocruyeckue bamibl

(akTopsl 0 0,5 1 1,5 2 3 4

Kapuorun ( CCSS) Odenb L Xopoumii L [Mpomexxy- | Tlnoxoit O4eHb
XOPOILIHI TOYHBIA MI0XO0H

bnacter B KM, % <=2 . >2<5 . 5-10 >10

Hg, r/n >=100 _ 80-100 <80 o o o

TpomGouuTsr, x107/1 >=100 50-99 <50 - - - -

Heiirpoduner, abe, >=0,8 <0,8 . . L . .

x107/n

" IlMTOreHeTHKA-TPYIIIbI PUCKA:

e oueHb xopoumii — -Y, 11q-;

® (QuUeHhb IJIOXOH— KOMIUIEKCHBIE > 3 aHOMAaJIHit

e xopowuid — HOpMA, 5q—, 12p-, 20q-, nBoiiHble € 5q-;

® MpPOMEKYTO4YHbIH— 7q-, +8,+19, 1(17q) u Apyrue OHMHOYHBIC U [BOWHBIC AHOMAIIHH;

e mmoxoii — -7, inv(3)/t(3q)/3q-, aBoiiubIe ¢ -7/7q-, KoMmIIekcHbIe= 3 abeppalini;

rpyl’ll'lbl PHCKA H ME€AHAHA npeﬂnonaraeMoi& NPOJOTAKHTEC/ABHOCTH AKH3HHA:




I'pynmel pucka O6mmit Gamn MeauaHna npooJBKUTENBHOCTH 25 % nporpeccus 8 OMJL,
JKH3HH, TOJIBI 6e3 Tepanuu, rojisl
O4YEeHb HU3KHI <=1.,5 8.8 -
HU3KHH 2,0-3.0 5.3 10,8
TIPOMEXKYTOYHBIH 3.5-45 3,0 3,2
BBICOKHIA 5,0-6.,0 1,6 1.4
OYE€HBb BBICOKHIA >6.0 0.8 0,7

Hosas npornoctuueckas cucrema IPSS-R Gosee coBepiiieHHa U yiydinaer CTpaTu(GUKaIUi0 OONbHBIX.
[pu conocrapnennu rpynn pucka o mkaie [IPSS u IPSS-R npubnusutensrno B 50% ciaydaes OoibHBIE
W3 TPYII HU3KOTO prcKa (HU3KUH PUCK U MpoMexyTouHsli 1) o mkane IPSS nepexonsar B rpymmy
MIPOMEXKYTOIHOTO prcka 1o mmkoie [PSS-R.

OrieHka MPOrHo3a MOXKET TEXHUYECKH OBITh YIPOIIEHA C MOMOIIbI0 IHTepHET KalbKyIsITOpa
(http://advanced.ipss-r.com) unu 6ecraraoro mpunokerust IPSS-R it cMapTGOHOB ¥ MIaHIIIETHBIX
KomIbioTepoB. K coxanennto, HeoOX0IIMO MPU3HATh, YTO B HACTOSIIEE BPEMsI HET YHUBEPCATLHON
MPOTHOCTHYECKOH KA, KOTopas BKiItovana Obl B ceds Bee 3HaunmMble 11t MJIC mapaMerpsl
(Mopdonornyeckuii BapuaHT, crieHoMeranuto, JIJAT, f2-MukpornoOynvH, GeppuTHH U T.1.), U B 3TOH
CBSI3U TIPH MTPHUHSATHU PEIICHHSI O BEIOOPE TAKTHKH TEPAITMH MOXKHO OIICHHBATH TIPOTHO3 Cpa3y Mo
HeckonbkuM 1kaigam (IPSS, IPSS-R, WPSS). B ocHoBHOM HayuHBIE JIOKa3aTeNnbCTBa dPPEKTUBHOCTH H
0€30MacHOCTH JOCTYIHBIX TEPANEBTHUECKUX O MOTy4YeHbl B KIMHUYECKUX HCCIIEN0BaHUX, B
KOTOPBIX CTpaTU(UKALMIO IALUEeHTOB IIPOBOAUIN Ha ocHOBe cucteMsl IPSS. Kak cienctue storo, Bce
(akTHUecKHe PEKOMEHAALIMY 110 JIEYEHUIO OCHOBBIBAIOTCS HA pa3JielieHuH OOJIbHBIX HA IPYIIIBI UMEHHO
cormmacHo IPSS, uto mo3Bosier PoccniickoMy KCITEpTHOMY COOOIIIECTBY PEKOMEHIOBATE €€ B KAUECTBE
0a30BOro MHCTPYMEHTA MPU (HOPMYIHPOBAHUHN TMATHO3A M BEIOOPE TEPANIEBTHYECKOO TTOIX0/IA.

Taxoke ciaemyer eie pa3 MoAYepKHYTh, uTO i1 (hOpMUPOBAHUS O0JIee YETKOrO MPEACTABICHHUS O
Te4eHUH 3a00jICBaHMs U BEIOOPA ONTUMAJIBHOIO TEPAIEBTUUECKOTr0 BO3ACHCTBHS HACTOATEIBHO
PEKOMEHTy€eTCsl BBITIOJIHATH MOBTOPHOE 00CIICIOBAHUE MAIIMEHTOB, & HE OCHOBBIBATHCS HA OJJMHOYHBIX
pe3ynbraTax. /s manueHToB ¢ HEOIIEHEHHBIM B CHITY TEXHUYESCKUX MPUYHH KApUOTHUIIOM MPH BHIOOpE
TEPaneBTUYECKOT0 PEKUMA CIIeAyeT MPUHUMATL BO BHUMaHue Mopdonorudeckuii BapuanT MJIC no
knaccudukanun BO3, xoamdecTBo OJaCTHBIX KJIETOK B KOCTHOM MO3Te M TMHAMHUKY WX U3MEHEHMUS,
KJIETOYHOCTh KOCTHOI'O MO3Ta U TSHKECTH [IUTOINEHUH.

Bbi0op onTUMAJBLHOM Tepanuu

Br10op onTuManbHOi Tepanuu onpenensercs Mopgonornuaeckum BapuantoM MJIC, crenenpro
pucka tpancgopmanuu B OMJL, Bo3pacToM 1 00LIMM cOcTOsIHUEM nanuenTa. Haubomnee
MPOABUHYTHIM IPOrHOCTHYECKUM HHCTpyMeHTOM npu M/JIC siBiiseTcst nepecMOTpeHHas
MexnyHapoaHas nporaoctudeckas 6amibHas cucrema (IPSS-R, 2012), npenycmarpuBatomias
pazjeneHue NalueHToB Ha 5 rpynn pucka. Bo BHUMaHue NpUHUMAIOTCS MPOLIEHT OJACTHBIX KJIETOK
B KOCTHOM Mo3re (<2%, 2,0-4,9%,5,0-9,9% u >10%), BapuaHT HUTOreHETUYECKUX abepparuii (5
MPOrHOCTHYECKUX KaTeropuil), ryOuHa 1 4ucio nepudepruueckux uToneHui. s npakruueckux
neneit ynoden onnaitn kanbkynsTop MDSFoundation, copepskaiuii BCo ClipaBOuHYIO
nH(}OpMAITHIO.

B3spocnbie nanuenTs ¢ nepsuyabiM MJIC, u3 rpymnmnsl Hu3koro pucka no IPSS, ¢ 6eccumnromuoi
LUTONEHUEN HEe HY)KIAIOTCS B JICUEHUHU U JIUIIB TPEOYIOT PEryIsIpHOro 00CIeJOBaHUS
(pexomennanus yposHs D). [lannenTts! u3 rpynmnsl npomexxyrouHoro-1 pucka no IPSS, ¢
0eccMMITOMHOM LIUTONEHHEN, 6e3 U30bITKa OaCTHBIX KJIETOK U HEOIaronpusTHHIX



LUTOreHETUYECKUX aHOMAJIMI Takke He TPeOYIOT JISUSHHs], U MOT'YT JIUIIb HAOII0AaThCs
(pexomennanus ypoBHs D). BepkugarenbHasi cTpaTerusi MOXKET U3MEHUTHCS B OyIyIlIeM, B CiIydae
pa3palboTku Oe30macHbIX METOJI0B JIEYEHHU S, CIOCOOHBIX BIUATH HA MPoruo3. Heobxonnumo
MOTYEPKHYTh, YTO MAI[UEHTHI TOJKHBI TOHUMATh, YTO O€301aCHOCTh HAOI0JaTeNIFHOTO MOAX0/1a
3aBHCHUT OT PETYJISIPHOCTH MOHUTOPHUHTA. Llenblo TMHAMUYECKOro HAOII0IEHUS SIBISIETCS pPaHHEe
pacro3HaBaHue IPU3HAKOB YCYT'YOJICHUS IIUTONIEHUH, YBEIIMUEHHS YMCiIa OJIACTHBIX KJIIETOK B KPOBU
WJIA KOCTHOM MO3T€, a TAKXKE OLIEHKA IBOJIOLNHU KapHUOTHUIIA

Tepanus M/IC Hu3koro pucka

ITpumenurensuo k MJIC HU3KOro prcka (04eHb HU3KUHM, HU3KUH U IPOMEXKYTOUHBbIN puck 1o IPSS-
R) oxHoit n3 onuuii neyeHus pegpakTepHbIX AaHEMUH SBJISIETCS] HA3HAYEHUE NTPETapaToB
SPUTPOIIOITHHA (IapOATIOATHH anb(a, 3103-THH anb(da). YacTora oTBETa HA SPUTPONOITHHBI TIPH
MJC cocrasasier okono 20%. [IpenukropaMu oTBeTAa SIBISIOTCS] YPOBEHb 3HIOT€HHOI'O
sputponodtuHa < 500 ME/Mi1 1 oTCyTCTBHE BBICOKON IreMOTpaHC(y3MOHHOMN 3aBUCMOCTH.
HNmmyHoCyipeccuBas Tepanusi aHTHTUMonUTapHbeIM rio0yimuaoM (ATI) u nukiaocnopunoMm A
MOXeT ObITh 3((PEKTUBHOI onuuelt U1t NalMeHToB Motoxe 60 JIeT ¢ BBICOKUM YPOBHEM
SHAOTEHHOTrO0 puTpornodTuHa (> 500 ME/mit), runo-kierounoii Mopdonorueit KOCTHOrO MO3ra, B
cirydae skcnpeccun anturena HLA-DR15 nnn oOHapykeHHs KJIOHA MTAapOKCU3MAIbHONW HOYHOM
remornobunypun (ITHT).

B ciyqae MJIC c del(5q) mpumeHeHne ieHanu1oMu1a iBisieTcs caMoid 3¢ (heKTHBHOM
TEpareBTUYECKON ONUKEN. 3aMeCTUTEIbHAs Tepanusl IpenapaTaMu KpOBH OCTAETCsl BaXKHBIM
METOIOM KOPPEKIUU pepaKkTepHBIX aHEMHI, HO B CBOIO OYEPE/Ib SIBISIETCS TPUUNHON TIEPETPY3KH
nocTTpaHc(y3nOHHBIM JKeIe30M. XenaTopHas Tepanus (aedepa 3upoKc) - OUH U3 KIFOYEBBIX
AJIEMEHTOB CONPOBOANTEILHOM TEPAITUH MAIIMEHTOB, OXYYUBIIUX OOJIBIIOE KOINIECTBO
TpaHc]y3uil JOHOPCKHUX IPUTPOLIUTOB.

Tepanust MJIC BbICOKOTO pUCKa

M/IC BbICOKOT0 prcKa (ITPOMEKYTOUHBIN, BBICOKAN U O4YEHb BBICOKHH puck 1o IPSS-R)
MaHH(ECTHPYIOT C MYJIbTHIMHEHHBIX [IUTOTNIEHUH, 3HAYNTEILHOTO TTOBBIIIEHUS KOJTHMYECTBA
OJIAaCTHBIX KJIETOK B KOCTHOM MO3T€, HeOJIaronpHUsITHBIX IIMTOTCHETHYECKUX abeppannid, ObICTPOid
tparcdopmanueri B OMJI n orpannyernoit OB [13]. EquHCTBeHHO# TepaneBTHYECKOM OMITHEH,
obnamaromiell KypaOeabHBIM IMOTEHIIMAIOM B IaHHON CUTYaIlUH, SIBJISICTCS aJUIOreHHAs
TpaHCIJIAaHTAIUS TEMOITO3THYECKUX CTBONOBBIX KieTok (amio-TI'CK). K coxanennro, penuiMBbl
MJIC u cMepTHOCTD, CBSI3aHHAsI HETIOCPEJICTBEHHO C MIPOIEAYPOi TpaHCIIIIaHTAI[UH, BKITIOUYast
OCTPYIO ¥ XPOHUYECKYIO PEAKIMIO TPAHCIUIAHTAT IPOTHB XO35MHA, SIBIAIOTCS (PaKTOpamH,
OrpaHMYUBAIOIIMMU ee IpuMeHenue. [lanuenTs crapiie 55-60 ner, cocTaBIsAIONIe OCHOBHYIO
nonyssuio 6oapHBIX ¢ MJIC, Kak MpaBUiIo, HE paCCMaTPUBAIOTCS B KAUYECTBE KaHAUAATOB VIS
TpaHCIUIaHTALIUN.

[Ipu HeBozmokHOCTH NpoBenenus amuio-TI'CK crangapTom siBiIsieTCS SNUreHeTHYeCcKas Tepamnmsl.
AzanutuavH (5-a3aluTUANH) U AennuTabuH (5-a3a-2'-1e30KCUIIUTHINH ) OTHOCSITCS K KJIACCy
TUTIOMETHIINPYIONIMX areHToB i nHruouTopoB JTHK-metuntpanchepassl (BKMT), pepmenra,
OTBEYAIOIIETO 32 METHWIMPOBaHNEe BHOBb cunte3upyemoit JIHK [15]. MakopnopupoBanue 5-
azanykneotnioBB JIHK mpuBoauT k pa3psiBy €€ cBszeit ¢ DNMT u nocnenyromemy
MIPOTEOCOMHOMY pacIICIUIeHUIO pepMeHTa. Yruerenne akTuBHOCTH DNMT BbI3bIBaeT MOHMKEHHE
crenenu MetuinpoBanus JIHK B nouepHuX KieTKax, 00pa3yroumxcs B pe3yabTare AeJeHus
HCXOIHOMN KJIETKU-MHUILIEHU.

Hecmotps Ha HecomMHeHHBIH ycnex B Tepanuu MJIC, ocTaeTcss MHOXKECTBO HEpPEIIEHHBIX TPOOIIEM.
D¢ deKTHBHOCTS CTAHAAPTHONW XMMHUOTEPAINK OrpaHnyeHa. Bo3MOXHOCTH peanu3aliy aljioreHHOH
TI'KC orpaHu4eHsbI MOKUIBIM BO3PACTOM OOJIBIITMHCTBA MAIIMEHTOB M COMMYTCTBYIOIIECH MaTOIOTHEH.

Hnst nmatpentoB ¢ MJIC HU3KOro pUCKa peann30BaHO HECKOJIBKO TEPaNeBTUUYECKUX perieHuil. B ciydae
MJIC c del(5q) ¢ Tparcdy3noHHO3aBUCUMON aHEMHEH ONTUMAIIBHBIM PEIICHUEM SIBIISICTCS Ha3HAUCHUE
nenanuaomuaa. [lammentam 6e3 del(5q) mwist Koppekiuu aHeMUH MOTYT Ha3HA4YaThCs IIpernapaThl



SPUTPOITOITUHO-BOTO psifa (1ap031mo3TH anb(ha, 31mo3TuH anbgha). ONTUMAIBHBIA OTBET CIEAYET
OXKUJATh y MAIMEHTOB C HU3KUM YPOBHEM 3HJIOT€HHOT0 3puUTpo-modTuHa (< 500 ME/Mit) 1 HU3KOH
nmoTpeOHOCTHIO B reMoTpanchy3usx. B cutyaruun M/IC ¢ runo-kinerounoit Mopdonorueii KOCTHOTO
MO3Ta ¥ HU3KUM YHCJIOM OJIACTHBIX KJIETOK B KOCTHOM MO3T'€ MalueHTaM Mojoxe 60 Jer onpaBaaHo
MPOBEICHHE KOMOMHUPOBAaHHOW UMMyHOcyTpeccuBHoM Tepanuu ATI u rukiocnopuHoM A.

Mammentam ¢ MJIC Huzkoro pucka 6e3 del(5q), He OTBETUBIIMM Ha BHILIENIEPEYHCIICHHBIE OIIUH, &
TaKXKe B Cllydae KIMHUYECKH 3HAUMMON HEUTPO-TICHUU H/UIIH TPOMOOIIUTOIIEHUH LIETeCO00pazHO
Ha3HAaYCHHE TUIIOMETUIIMPYIOLINX areHTOB (a3a-UTUANH, ACIUTA0MH).

Bcem 6onpaBIM ¢ MJIC BBICOKOTO pHCKa MOJIOXKE 65-70 JIeT MpU HAJTMYMU COBMECTHMOTO JIOHOpPA
CIIENyeT paccMaTpuBaTh BO3MOXKHOCTE IipoBeeHus amiorennoit TT'CK. bonbHBIM cTapiie 55 ier
ONITHUMAJIFHO TIPOBOJIUTH TPAHCIUIAHTAIIUIO CO CHIDKEHHON MHTEHCUBHOCTHIO KOHIUIIMOHUPOBAHHS.
OOHaISKMBAOIIUM TTOAXO0IOM SBJISICTCS MPUMEHEHUE THITOMETHIIMPYIOIIMX areHTOB C IEITBIO
IUTOPEIYKITNHY Tiepen Tpanciuiantanueit. [lamuenTs: ¢ MJIC BbICOKOTO puCKa, KOTOPBIE HE TTOIXOIAT IS
TpaHCIUIAHTAIINH, JTOJDKHBI TTOJTyYaTh JICUCHUE TUITOMETHIINPYIOIIMMHY areHTaMu (a3aIluTHINH,
JEIUTAa0NH). A3aIUTHIMH HA CETOIHSAIIHUN JICHD SIBJISCTCS €AMHCTBEHHBIM ITPEIapaToM,
yBemmauBaronmM OB 1o cpaBHEHHIO CO BCEMU JAPYTUM HETPAHCIIAHTAIIMOHHBIMI METOIaMHU JICUCHHSI.
Cosaanre HOBbIX (D(hEKTUBHBIX KOMOMHAIIMI HA OCHOBE HOBBIX MPEMapaToB MPEACTABIIACTCS
OnmyoKaifIel mepcrekTHBOM COBEpPIIEHCTBOBAaHUS TexHomoruit nedeHuss M/IC.

3aKnoueHune

M/IC xapakTepH3yroTCsi TeTepOreHHBIM T€YEHUEM H MOT'YT IIPOTEKaTh KaK B BHJE 3a00JIeBaHUS C
MIOYTH HOPMATBHOU TIPOJOIKATEPHOCTBIO )KU3HH, TaK M B BUJIE ITATOJIOTHH, CXOTHOM 110 TEUYSHHUIO C
OMUJI. Be16op cTpateruu jJedeHus Mpy TaKOM pa3HOOOpa3HOM TeUCHHH 3a00IeBaHuUs
OCYIIIECTBIISICTCS] HA OCHOBE PUCK-aJallTHPOBAHHOI'O TIOAXO0/1a, BEAYIIUMH HHCTPYMEHTAMH KOTOPOT'0
SBIAIOTCS TTporHocTrueckre mkanbl — IPSS, IPSS-R, WPSS. B reparmmu MJIC, ¢ yaerom
0COOEHHOCTEH MmaToreHes3a M PasHOPOJHOCTH 3a00JIeBaHHsI, CYLIECTBYET HECKOJIBKO HAIPABJICHUH,
ofHaKOo HanbOolee YPPEKTUBHBIME U MPH3HAHHBIMU BO BCEM MUPE SBJISIFOTCS: CHMIITOMATHYECKAs,
[UTOCTAaTUYECKAasl, HIMMYHO-CYIIPECCUBHAS | UMMYHOMOIYJIMPYIOILAsl Teparusi, an-TI0reHHast
TPaHCILTAHTALUS TEMOIIOATHYECKUX CTBOJIOBBIX KIIETOK.

HecMmotpst Ha Hann4Ke B apceHase Bpaya HHCTPYMEHTOB, MIO3BOJISIFOLIUX ONPECISITh PUCK TCUCHHS
MJIC u nmporao3upoBath 00beMbI 00CIICIOBAHUS U JICUCHUS TAIIMCHTa, CIIOCOOHOCTH 3a00JICBaHMS
MOJIHUEHOCHO TpaHchopmupoBarbest B OMJII TpeOyeT 0T MeTUIMHCKOro pabOTHHUKA OBICTPOrO
MPUHSTHUS PELICHUS O CMEHE CTPATErUH JICUCHUSI.
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