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Pa3BuTHe npeAcTaABIEHUI 0 CHCTEMATH3AIMM U MIPOTHO3€e MEPBUYHBIX
MUEJOIUCILUIACTHYECKUX CHHIPOMOB Y JeTeil

benopycckas meouyunckas akademust nocieouniomMHo2o oopazoearus, 2.Munck

[ToHsiTHE MUENOAUCIIIIACTHYECKUE CUHAPOMBI O0BEANHSET OOJBIILYIO IPYIITY
HEOIUIACTUYECKUX COCTOSSHUM KOCTHOTO MO3Ta, KOTOPBIE XapaKTEPU3YIOTCS Pa3InYHBIMU
HapyUIEeHUSMH (PYHKIIMOHUPOBAHUS KOCTHOI'O MO3ra ¢ KaY€CTBEHHBIMU U
KOJIMYECTBEHHBIMU AaHOMAJIMSIMH BCEX TPEX KOCTHOMO3TOBBIX JINHUM BCJEACTBUE
IIOBPEKIEHUS F'€MOIIOITUYECKON CTBOJIOBOM KileTKU. [Ipoananu3upoBaH u
CUCTEMATU3MPOBAH JINTEPATYPHBIN MaTEepUa, KaCarOLIUNCs Pa3BUTHUS IPEACTABICHUN O
MIEPBUYHBIX MUETOAUCIUIACTUYECKUX CHHApOMaX. JlaHa XapaKTepUCTHUKa Pa3IUYHbIX CUCTEM
KJ1acCu(UKAUU MUETOUCIIACTUHIECKUX CUHAPOMOB. [IpecTaBiaeHbl OCHOBHBIE CUCTEMbI
IIPOTHO3a TEYEHUSI MUEIIOAUCIIIIACTUYECKUX CUHAPOMOB.

KuroueBble cji0Ba: MUEIOAUCTIIIACTUYECKUN CUHAPOM, UCTOPUS, Kilaccudukanus,
ITPOTHO3.

N.N.Klimkovich Development of representation about the ordering and the prognosis of
primary myelodysplastic syndromes among the children
Myelodysplastic syndromes is big group neoplastic disorders of a bone marrow which are
characterized by infringements of function of abone marrow with quality and quantitative
anomalies of cells a bone marrow owing to damage hematopoietic stem cells. The analysis
and ordering of a literary material about development of representations about initial
myel odysplastic syndromes is made. The characteristic of systems of classification
myel odysplastic syndromes is given. The basic systems of the prognosis of myelodysplastic
syndromes are submitted.
Key words: myelodysplastic syndrome, history, classification, prognosis

Muenomucmnactundeckue curapomsr (M/IC) - rpyrmna reMaToIorudecKix
3a00JeBaHM, XapaKTepU3yomuXxcst HedPEKTUBHBIM KIIOHATBLHBIM F€MOII0330M U
TEHJEHIMEN K TpaHC(HOPMALIMH B JIEUKO3. DTH COCTOSIHUSA MPEAIOaraloT MOHO-, OU- WU
MaHIUTOIIEHUIO B NepuepudecKoil KpOBU MPU HOPMO- I JAXKeE TUIPELEUTIOISIPHOM
KOCcTHOM Mo3re. Pa3zBurue HayuHbIx npeactaBieHuit 0 MJIC MoxeTr ObITh MPOCIEHKEHO OT
navana 20-oro cronerus (Taoa. 1). B 1907, Luzzatto [26] ucnions3oBan TepMuH
KIICEeBAOAINIACTUUYCCKAsA aHEMUA» UT 00BI onucaTh MangueHTAa, Y KOTOPOro UMEJIUCh
KJIIMHUYECKHUE 0COOECHHOCTH, TTOI00HBIE allJIACTUYECKOW aHEMUH, HO TIPU HATTUYH U
SPUTPOUTHOM THIIEPIIa3uK B KOcTHOM Mo3re. B 1938, Rhoads u Barker [36]
npoananu3upoBaiu 100 manreHToB ¢ aHEMUEN U ONIPEACIIMIA UX COCTOSIHUE KaK
«pedpakrepras anemus» (RA) - HapymeHue qudhepeHIIMPOBKH, XapaKTepU3YIOIIeecs
JU3IPUTPOII0330M. TOUHO Tak ke B coobmieHnn Parkes u Veber Obiia npeacrapieHa
XapaKTepUCTHKa 3 MALUEHTOB C pePpaKTEPHON aHEMHUEH, Y KOTOPHIX B KOHEYHOM CUETE
pas3BuBajcs Jieliko3 [16]. [TogoOHbIe ciydan ObLIM onucanbl B utore Hamilton-Paterson B
1949 u onpezeneHsl Kak «IIpeAJIeMKo3Hasi aHEMUS», UTO OTPa)XKaJlo IpU3HAHKUE aBTOpaMu
HaJM4Ke CIOCOOHOCTH HEKOTOPBIX THUIIOB KJIETOK MPOrPECCUPOBATH OT pepakTepHOi
aHEeMHH JI0 OCTPOTo Jiekiko3a [16].

Tabmuma 1

XpOHOJIOFI/ISI TCPMUHOJIOTUU MUCIIOJUCINNTIACTUICCKUX CUHAPOMOB
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Ton Ap o3 Hiemome:syeErE TEINHE

1907 | Luzzatta T ERJI0ATENSC TAY BCREA AREMHA

1921 | Parkoes-Veber Anenma nepeq; nefirenmet

1038 | Rhoads i Batler Padipnmepran aHeME A

1943 | Chesralier [Tpepneizos

1040 | Hamillen-Paterson [Tp epmeimn sHan SHeWME T

1953 | Block o cozer. [Tpegneimos

1956 | Bjorinan Pedipakvepman AHEWMEA © KOTRFERPRERG CRE o0mLranag
1950 Diacie ¢ cosRT. Pedpakrepean mopmobnacteas aHevm

1963 | Rheingold ¢ coaer. o T MESOLUEE) OCTEB TEHE0s

1960 | Darneshel: HEpOHEHEC YR HE THOMEEL 0%

1973 | Zatnd 1 Litnat [Tp ensicEnmEHecHIE CHERY 00

1974 | Bexaier C CO4ET. [TomocTy B MHEIOMOHOOH TRp EEH Hefies

1074 | Miescher ¢ coapr. HpoHEraecEEH MEETOR 0H CITHTAHET MO
1975 | Beard c coeer. HmGIIR e TECKHR 0CTPRE MHETIOMHTHER JIeH0Y
1976 | Dreyiis Pedparrepeas aHrMEA © 2 OEmeom amerl St
1078 | Linman » Baghy [ Er=T0 I03 THMECHRS ACILTASHA

1970 | Cohen ¢ £oEBT. [TogocT BIH MESIOE T ER TTEEHE0S

1980 | Btregli ¢ coaBt. JueptenaIoI ErIecEIEt cHHnn oM

1082 | Benrietl w paficema rpymma FAR | Kmseoeohesonpn MEAC

1988 | Paboems rpym= MIC y1cr eErDraecyad KaccE) mrzups MG

1007 | Gresnberg ¢ coaet. IPES DporHo CTErIECRAT CEOTER

1990 | BOE hMopudrarps raccaursrge WG

[Mpumeuanue: FAB — ®pannus — Amepuka - bputanus; MIC (Morphologic,
Immunologic, Cytogenetic) — mopdonorus, HIMMYHOJIOT U, IIUTOreHeTHKa; | PSS
(International Prognosis Scoring System) - MexayHapoiHasi CHCTEMa YUCIIOBOTO MPOTHO3a,;
BO3 — BcemupHas orannszanus 34paBOOXpPaHEHHUS.

B 1953 Block u kommeramu ObLUTH ONMUCAHBI MAIMEHTHI C TEMOIOITHYECKON JUCTIIA3HEH
Kak npeieriko3om [9]. C Tex mop 3TM MHOTOYHCICHHBIC TEPMUHBI UCTIOIB30BAINCH TS
OIMCAHUS MAIIMEHTOB C JUCTEMOII0I30M M TCHJICHIMEH K TpaHchopmanuu B Jyieiiko3 (Taou.
1). Tonpko B 1982 Bennett u xonnern ®panko-amepukano-opuranckoit (FAB) padoueii
rpymisl [8], pazpadoranmm kiaccupukanuo MJIC (Tabn. 2). FAB knaccuduxanms MJIC
COCTOWT U3 5 BapuaHTOB, OCHOBAHHBIX HA KIMHUYECKUX U MOP(POIOTHIECKIUX OCOOCHHOCTAX
3aboneBanus: 1) RA; 2) RA ¢ komibiieBuanbiMu cunepodiactamu (RARS); 3) RA ¢
n30biTkoM Os1actoB (RAEB); 4) RA ¢ n30bITKOM 01aCTOB M TpaHCchopMaIuei B IeHKo3
(RAEBU); 5) xpornueckuii MuenoMoHonuTapHsii jeiko3 (CMML). Mopdonoruueckue
ocobenHoctH, onpeaenstomue MJIC B 310l cucTeMe, BKIIOYAIOT JUCTPAHYIION033,
JAU33PUTPOII033, TUCMETAKAPHUOIIMTOINI033 C YPOBHEM 0J1acTOB B KocTHOM Mo3re (KM) u
nepudepndeckoit kposu (1K) kpoBu, SBISIOMUMECS TPUMEPHBIMH MTPOTHOCTUYECKUMHU
KpuTepusiMu. J[pyrue ocoOEHHOCTH, KaK KOJIbLIEBUIHbIE CUAEPOOIACTDI, HAIOUYKU Ay3pa U
MOHOITUTO3 SIBISLTUCH BCTIOMOTAaTEIbHBIMU KpUTEPUAMU 111 TU(HEepeHIIMPOBKY BAPHAHTOB.
HeoOxoaumplie AJisi TUAarHOCTUKH IUTOT€HETUYECKHE U MMMYHO()EHOTHITMYECKHUE KPUTEPUU
He ObLIM BKIIIOYEHBI B 3Ty Kiaccupuxanuo MJIC.

Tabnuia 2

FAB- xnaccudukaius MuenoucIiIacTH4eCKuX CUHAPOMOB
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o |70 [ Es | K s M ot | sam,
CON ION D) (%) g STV (e
RA 30 <=1l <=3 <15 i < 1000 12} 50
RARS 10 <=1 <=5 | =15 = <o 8 N
ReEE (1520 | <3 || sz0 <15 i <1000 a4 11
RAEBt || 10 | =5 || 2030 <15 +. | <1060 60 5
l[oraw | <t | <5 e | <15 || - [rwew ] 1 } i1 |

Tunuunast ocobenHocth RA — peTukynouuroneHus ¢ konuuectsoM 6actoB KM 5 % u
menee. K atoit rpynne otHocsTes nmpubausutenbro 30 % Beex maruentos ¢ MJIC [1; 4].
Knuandyecku nanueHTsl ¢ RA UMer0T aneMudecKuil (TpoMOOIIMTONICHUYECKHIA) CHHIPOM
uiau acumnroMatuusbl. [Ipornos 6maronpusatern. RARS noapa3zymeBaeT oOHapyxeHue
KOJIBLEBUAHBIX cujiepoOacToB 6osiee ueM B 15 % ot oObiiiero unciia sputpo01acToB.
KonbueBuanbie cuiepo0aacTsl HISHTUDUIUPYIOTCS 110 CHHUM I'paHyJiaM, OKpPYKarolIuMu
a51po spuTpoodiiacta. Kiimanueckas u Mopgosiornueckas kaptuHa, nporaio3 RARS nogo6Hb!
RA. RAEB no onpenenenuto xapaktepusyercs HannuueM 6yactoB B KM ot 5 1o 20 % u
IIK ot 1 1o 5 %. Knninanuyeckue npu3Hakyu NaHIUTONECHUH 3HAYUTENIbHbI, XapaKTePU3YIOTCS
aHEMUYECKUM, FeMOpparuiyeckiuM U MHPEKIIMOHHBIM CUHIPOMaMu, TpaHchopmanus B
JIeK03 BbicOKa [2; 3]. BONBIIMHCTBO MAIIMEHTOB UMEET [IUTOTCHETHYSCKIE aHOMAJIHH.
[Iporno3 nedmnaronpusred. RAEBt - BapuaHT ¢ HAaUXyAILIMM IPOTHO30M, BCE Cy4yau
tpanchopmupytrorcs B OJI. KonuuectBo 6;1actoB B [IK 1 KM 6oinee uem 5 % u 20 %
cooTBeTcTBeHHO. Hannuue nanouku Ayspa B kietkax KM taxke yka3piBaeT Ha
HeOnaronpusTHbId porHo3. CMML B otinuue ot npyrux FAB-BapuantoB M/IC
xapaktepusyercs MoHoruTo3oM [1K (> 1000/mxin), KM 1 MHBIM IPOUCXOKICHUEM
uuronenun. Koctueiit mo3r npu CMML nanomunaer RAEB, Ho ¢ moHoumTo30M. Jlebatsl,
asngercs iu CMML Bapuanrom MJIC nnu ¢pakTuyecku NpUHAIIICKUT TPy
MueonpondepaTuBHbIX 3a00JI€BaHU, BEAYTCS YK€ C MOMEHTA KIIMHUYECKOTO
npumeHenus FAB-knaccudukanuu [4; 12; 33]. [Ipu 10BeHUIBHOM MUEIOMOHOIIUTAPHOM
neiikosze (JMML), koTopslil paHee XapaKkTepru30BaJICs KaK FOBEHWIbHBIH XPOHHYCCKHI
muenoneiiko3 (JCML), uMeroT MecTo oTYeTIMBBIE MHEETIONpoIHdepaTuBHbIC MpU3HaKK [12;
20]. [ToaTomy 3Ta HO30JIOTHYECKas eMUHKIIA He BKIoueHa B rpymny MJIC, a sBnseTcs
muenonpoiudepaTuBHbiM 3a0oneBanuem. IMML BcTpedaercs y aereit (Meauana Bo3pacrta
1,8 net), B 14 % conpoBoxnaetcs Helipopudpomartozom, tun | u B 7 % - apyrumu
BpoxkIeHHbIMU aHoMmanmusmu[1; 3; 24]. B 25 % cnyyaes IMML umeroT MoHOCOMHIO 7 U
OTJIMYAIOTCS B 3TOM cllydae 0osiee HU3KUM YUCIIOM JIEHKOLUMTOB U 00JIe€ BHICOKOM
KoiuuecTBe MOHOLUTOB M MakpouuTose B [1K. Knuanuecku IMML conpoBoxknaercs
reraTo- CIJICHOMeTannel 1 KOXXHBIMU HHGUIbTpaTaMu [24]. In Vitro mporeHUTOpHBIC
kietkd npu IMML umeroT BeipakeHHYIO TPOaU(EepaIo U TUIepYyBCTBUTEIbHOCTh K GM-
CSF [10].

FAB-knaccudukanus mimpoko NpuMeHsIach U UCIOJIb30BaJIach Kak Habop
JMArHOCTHYECKUX U MPOTHOCTHYECKUX MPUHIMIIOB B TeueHue 6omnee 15 et [38]. Oxnako
P 3TOM OBLIIM OTMEUYEHbI HEKOTOphle orpannyeHusi FAB-cuctemaTuzauuu M/IC. Tak,
MAlMEHTOB C JUCTEMOMO3TUYECKUM KOCTHBIM MO3TOM, MYJBTUIIPOUCXO0KICHUEM
[IUTOIIEHNH U KomuecTBOM Os1acToB KM MeHee ueM 5 % He B cOCTOSIHUU OBLIIM OTHECTH K
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Kakoi 6o kateropuu cornacuo FAB-kinaccudukaruu [33; 38]. Kpome Toro, FAB-
cuctematuzauusd MJIC HeceT BecbMa MPUOIU3ZUTENBbHYIO IPOTHOCTUYECKYIO (DYHKIINIO,
KOTOpas I1aBHbIM 00pa3oM HaXOAMUTCS B 3aBUCUMOCTH OT YPOBHS 0JaCTOB U MPUCYTCTBUS
najo4ku Ayspa, HO He IuToreHeTrnyeckoro aHanmsa [19; 33]. XoTs Ha ceroHAIIHMA CHb
xpomocoMHble aHomainu 1ipu MJIC paccmaTpuBaroTcsi Kak Haubosee BaxHbI GakTop,
HETIOCPEICTBEHHO CBS3aHHBIN ¢ OHKOTeHe30M 1 niporHo3oM [30]. Hampumep, onupasich Ha
FAB-knaccudpukanuio, nanueHTsl ¢ RA 1 RARS umeroT 6osiee 0aronpusiTHbIA MPOrHO3.
Ho Obu1 onpenenen HeOMaronpusaTHbIA MPOTHO3 ISl MALIUEHTOB C M30JIMPOBAHHBIMU
XPOMOCOMHBIMHU aHOMausIMu S50-unu 200- He3aBucuMoO oT BapuaHnTa [22; 35]. Kpome Toro,
MHOECTBO JIPYTUX LIUTOIr€HETHYECKAaX aHOMAJIMI perucTpupyrorcs npu Bapuantax RAEB
u RAEBTt, uro 00bsicHseT HeOIaronpUATHBIN MPOTHO3 U BHICOKUIA PUCK TPAHC(HOPMALIUU B
OJI [11; 25]. [ammenTtsl ¢ MJIC 1 HOpMATBHBIM KAPUOTUIIOM UMEIOT 00JIee OJIaronpusTHBINA
MPOTHO3 JJI BBDKMBAHUS, YEM MALUEHTHI C ONPEIEeIEHHBIMU XPOMOCOMHBIMU
otkinonenusmu [28]. Hakoner, nerckuii MJIC u Bropuunbiii MJIC nMeet onpeaencHHbIC
XapaKTEPUCTHKH, KOTOpPbIC YeTKO He onpeaeinenbl FAB-knaccudukamueii [5; 34; 37].
[ToaTOMY C TeueHHEM BPEMEHHU B CBSI3U C MPOTrPECCUPOBAHUEM HAYUHBIX HAIIPaBICHUI B
MOJIEKYJIIPHOM OMOJIOTMH, UMMYHOJIOTUHU, HUTOJIOTUH U TEHETUKE CTalI0 HEOOXOAUMBIM
coBepIlIeHCTBOBaHUE cucTeMbl kiaccuduxarmun MJC [19; 21; 33; 45]. B 1988 I'pynma
uzyueHust Mophosioruu, ummynosioruu, nuroreHetuku (MIC) npennoxuna padodyro
kinaccudukaiio s nepsuanoro (MDS) u Bropuunoro (t-MDS) MJIC u npeacraBuia
IUTOT€HETUYCCKUM aHalIn3 TUarHOCTHKHU gaHHoro 3adonesanus [MIC Cooperative Study
Group, 1988]. B 1997 Greenberg ¢ komuteramu [15] nocne ananuza 816 cnyuaes MJIC y
B3pOCIBIX TpeacTaBuil MexayHapoanyio YucnoByto Cuctemy [Ipornosa (IPSS). Ora
cCUCTEMa IpearnoiaraeT pa3JeieHue NalkueHToB Ha FPYIIbl pUcka, OCHOBaHHbIE Ha
KIIMHUYECKUX, MOP(OIOTHUECKUX U LIUTOT€HETUYECKUX 0COOCHHOCTAX, 00ecreynBas
XOPOILLO MPOBEPEHHYIO U 00JI€€ TOUYHYIO TPOrHOCTHYECKYIO LIEHHOCTh [0 CPABHEHUIO C
FAB- cucremoii [15; 27].

B nuarnoctuke MJIC nomumo nuromopdonornyeckux napamerpoB FAB-
KJaccuukanuy i 1I0Ka3aTeslbCTBa KIOHOBOM aHOMAJIMK HE00X0AuM Oosiee IMUPOKU
CIEKTP MCCIIEIOBAHUI: IUTOT€HETUYECKOE, TUCTOJIOTUYECKOE, MOJIEKYIISIPHO —
ouonoruueckoe, Bupycoioruueckoe [18; 20; 42]. Dtot (hakT npuBen K pa3BUTHIO
MHOTOYHMCIICHHBIX JOMOJIHUTEIBHBIX CUCTEM Kiaaccudukaimu [6; 12; 32; 39], Ho ux
KJIIMHUYECKOE UCIO0JIb30BaHue Bee enie oocyxkaaercsa. B 1998 rony Becemupnas opranuzanus
3apaBooxpanenus (BO3) npemioxkuina HOByIo cucteMy kinaccudukanuu MJIC, koTopas
MeTozoiorudecku otinyaercs or FAB- knaccudukanuu. Bo-niepBbix, Obu1
UACHTU(PUIMPOBAH LIUTOTEHETUYECKUI aHAJIN3 KaK Ba)KHAsl M HE3aBUCUMAasi METO/IMKA B
JMAarHOCTUYECKOM M mporuoctuueckoit onenke MJIC. Bo-BTOpeIX, onpeaeneHHble BApUAHTHI
MJIC noBTOpHO KiIacCU(ULIHUPOBATUCH, YTOOBI JTYUIlI€ OTPA3UTh UX XaPAKTEPUCTUKHU
CMML knaccudpuumpoBan Kak 4acTh MUEIOIUCIUIACTHYCCKIX/MUEIIOTPOIU(PEPATHBHBIX
CUHAPOMOB, B TO BpeMs Kak pedpakTepHasi HUTONECHHS C MHOXKECTBEHHOM AUCIUIa3uei
(RCMD), nexnaccudurmpoanusiii MJIC (U-MDS), u 50-cuuapom ObUIH TIpeCTaBICHbBI
kak HoBble BapuanThl MJIC [17]. Touno Tak ke RAEBt Teneps paccMarpuBaeTcs Kak
Jeiko3, a He kak BapuanT M/IC, motomy 4To €ro jiedeHrue U NPOTrHO3 MOJO0OHBI TAKOBBIM
npu ocTpoM MuenooactHoMm Jekikoze (AML) [40]. [IpoBeneHHbBIC UCCIICIOBAHUS TOKA3AIH,
YTO HAJIMYME MaJTOUYKU Ay3pa He sIBIsIeTCS HEOJIaronpusaTHBIM IPOrHOCTHYECKUM
npu3zHakoM ObicTpoit Tpancopmarmu MJIC u He onpaBabIBaeT NPUHAIIICKHOCTH dTUX
NalMEeHTOB K Kareropuu Beicokoro pucka M/IC, kak 3to Obuto npennoxeno no FAB-
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kinaccudpukaruu [19]. [ToaToMy B HOBOM cUCTeMe Nalouka Aydpa UCKITFOUEHA KaK mapameTp
st kinaccupukanuu. C A1pyroit CTOpoHsl, nepecMoTp kiaccudukanuu BapuantoB RAEB u
RAEBTt Toxxe npobiemaTuyeH, Tak Kak CTeIeHb MOBbIIEHUs KondecTBa 61actoB KM He
SBIISIETCS] IPOTHOCTHYECKUM (DAaKTOPOM U B PaBHOUM Mepe MpeICKa3bIBaeT CPEIHIO0
BBDKHBAEMOCTh, HE OTJIMYAOIILYIOCS OT TakoBo# y maruenToB ¢ OMJI [41]. Xors BO3
cuctema kinaccupuxanuu nomectusia CMML, Hapsiny ¢ FOBEHUIIBHBIM
MHUEJIOMOHOIUTapHbIM Jieiiko3oMm (JMML) u xpornudeckum muenoieiikozom (CML), B
HE3aBUCHMYIO TPYIITUPOBKY MUEIIOAUCIUIACTUYCCKUE/MUETOTPOTH(EPATHBHBIE CHHIPOMBI
(MDS/MPS), Hekotopbie aBTOphI cunTaroT, 40 CMML He MOXKeT ObITh UCKITIOUCH U3
MJIC, Tak kak nepepacnpeaeneHue naiueHTos ¢ gucriactuaeckum CMML cornacho
konyecTBy OmactoB KM BeeT k O0JbIIeMy KOTHUECTBY T€TEPOTEHHOCTH B IPYTHX
rpymnmnax 3aboneBanuii o kiaccupukauu BO3 [44]. [Ipu u3ydeHnu 0 JHOPOAHOCTH TPYIIIT
RAEBt u AML u npu onenke nporuoctuyeckux nokasarenei | PSS ncenenosarensmu
MOKa3aHo, 4To HOBas kiaccudukaims BO3 He MOKeT ObITh NMPUHSTA JI1 OOBIYHOTO
KIMHIYECKOTO UCTIOJB30BaHus B HacTosmIee BpeMs. HekoTopbie 13 e€ acleKTOB MOTYT
OTIPEETATh OTIPABHYIO TOUKY IS JATbHEUIITNX UCCIICIOBAHMIA, BOBICKAIOIINX
[IUTOTEHETHKY U KIMHUYecKkue pe3ynbrathl [33]. [IocKobKy ¢ TeUeHUEM BpEMEHH
MOSIBJIAIOTCSI BCE HOBBIC JaHHBIE B 007aCTH MOP(ONOTHH, TUTOJIOTHH, IMMYHOJIOTHH,
[IUTOT€HETUKH, BEPOSITHO, TIPOU30MIET U JaTbHEHIIIEe COBEPIICHCTBOBAHUE KiIacCU(DUKAIIH
MJIC, yunuTtbiBasi onpeaeneHHbIA TPOTpecc B U3yUYEeHUH MaTO(U3UOIOTHH, B TUATHOCTUKE U
JICUEHUH 3TOro 3aboeBanus [19; 43].

Tabnuua 3

CpaBHHUTENBHAS XapaKTEPUCTUKA Pa3IMYHbIX IporHocTHYecknXx cuctem MJIC

ARTOPEL DaTOpE Tanm
Bennett I Wi et a]. || Bapmant, wosmmecteo Bmactos Kb, nanowa: Ayspa ] 1982
hufti G J. et al. aBCOMEoTHeS KoMMuesTES Heffpadinos ITE, Tr, Hb, KommigecTes boacror K I 1ees
Sanz 3, F. et al, Bospact, Tr, komdectso bracmos K 1 1089
Goaspuen T, E. et al [ Tr, Hh, komigecteo fractos B 1 1550
Motrs B ot al. Boaspact, Tr, Hb, komaectss buacres KL ] 1950
Al O etal Eommectes bractes I, JIAT, He, Tr 1 1052
Mlotel B.oat al. Tr, Komaaa ctes bmaeton K, KepHOTHR _] 1293
Greenberg Poet al.  ||Fomimectes Gractos EW, RapioTin, KonMeesTED pOCTXCE DEM0TIONSA B I.]m'u:urEEH.Hnl 15497
Matsuda A ELal* ||Ka|::HOTHn, Hh, nceBq oneNkbrepoBorEid SHOMANHA " 1 999|

[Mpumeuanue: * - Tonpko i Bapuanta RA; Tr —uncio tpom6ouuTos I1K; Hb —
ypoBeHb reMornioonna; JI/II' — ypoBeHb JaKkTaTAETHIPOreHas3bl.

Bbonee nmo3anme nccienoBaHus YKa3blBalOT HA TO, YTO XPOMOCOMHBIE aHOMAJIHH Y
narerToB ¢ MJ{C HemocpeCTBEHHO CBSA3aHBI C MPOTHO30M, JJOKa3bIBasi BAXKHOCTh
U3y4YeHHs IUTOTCHETUKHY Tipu JanHoM 3aboneBanuu [30]. 3a mocnennue 10 siet Obu1O
NPEJI0KEHO MHOTO HOBBIX JHATHOCTUYECKUX U MPOTHOCTUYECKUX YUCIOBBIX CHCTEM JIJIsI
MJIC, mOCKONBKY JOCTUTHYT OIMpeAeIeHHBINA IPOTPECC B METOAOIOTHH U MOHUMAHUU 3TOTO
3abonesanus (tada. 3) [6; 8; 14; 15; 29; 30; 31; 32; 39].

Cpenu mpennoKeHHBIX CHCTEM Ha CETOAHSAIIHUN JIeHb IPUOPUTET OTAAH
Mesxaynapoanoit Uucnosoii Cucreme IIpornosa (IPSS - International Prognosis Scoring
System) [15; 23], kotopas Obu1a co3aana B 1997 roay Ha ocHOBE riio0anbHOro aHanmsa 816
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nanueHToB ¢ nepsuuHbiM MJIC u CMML, nony4aBmux UCKIFOUUTENBHO 3aMECTUTEIBHYIO
tepanuto [15]. Hanbosnee BaxKHBIMU MPOrHOCTHYECKUMU (hakTopaMu coriacHo |PSS
SIBJISIIOTCSI — KOJIMUECTBO OJIACTOB B KOCTHOM MO3T€, IIUTOT€HETUYECKUE aHOMAJIUU U
KOJIMYECTBO POCTKOB T'eMoI1033a B nutoneHuu (tadi. 4 - 5). Xots |PSS 3a Bpems
CYILIECTBOBAHMUSI JI0Ka3aJia CBOKO MPOTHOCTUYECKYIO IIEHHOCTh, ObUIH BBISIBIICHBI U
OTpaHUYEHUS ITOU CUCTEMBI. J[eMCTBUTEILHO, HEKOTOPBIC HCCIIeA0BaTeNN HALUH, uTo | PSS
HMMEET HEBBICOKYIO IOCTOBEPHOCTH MPEJCKa3aHUs IPOTHO3a, HATIPUMED, JJIs MAI[UEHTOB C
BapuanTtoM RA [7; 29]. Kpome Toro, B IPSS He onucan nporxo3 3abosieBaHus s AeTel U t-
MDS [13], mo3ToMy IpOrHOCTHYECKAs [ICHHOCTh 3TOM CHCTEMBI BCE eIIIe TpeOyeT
JNAJIbHEUILIETO UCCIIEIOBAHMS.

Tabnuia 4

MesxmyHapoaHas yrciioBas cucrema mporsosa (IPSS) MJIC [15]

KomigecTes G anIsE

SarTophi pHcKa

ﬂ 03 -10 153-20 >2,5
Fomyecteo bra-
cro KM, (%) <3 5410 11-20 21-30
HOPMAEHEIE KIpHOTHI W | KOMITISKCHOS Hapylllerie || 8ce Opy-
ElappterTIm HOPMANEERIE || H20MHpOBAHHER HADYINAENT (| XApHOTHIIA (> 3 aHotamai) §f rae ame-
Yo, 5q-, 20g- HOH #HOMATHHA ZPoMoConBl 7 i wanmy
EamigecTeo poct-
©GE FEMOMOS5E B g 1 2 3

LIHT OTTeHE*

[Tpumeuanue: * - XapaKTepUCTHKA ITUTOIIEHUN POCTKOB I'eéMOI093a; YPOBEHb
remoryioonna menee 100 r/ir; abcomoTHOe yrcno HerTpohuaos < 1,5 «109/1; konudecTBo
tpom6OonuToB [TK < 100 «109/11.

Tabnuua 5

Xapakrepuctuka kateropuit pucka cornacuo |PSS MJIC [15]

i IETeropa pracKa ||Kl::rmﬂe:cr:ﬁro GamoﬂHMEHHaHa BEUEHERCIAOCTH f:mubl}"'l‘paﬁcti:--;}pmm B ML (r‘c:-ﬂhlj|
Hisxan o 5,7 [ 34
[IpetdeesroyHas - 1 05-10 3.5 F 33
[ponessyToyHzg -2| 1,5-20 1,2 | 1.1
IBht-:om || =25 ” 0.4 || 0.2 |

Knaccuduxanus u mporHocTUYeCKoe MOAESIUPOBAHUE SBISIOTCS MOHATHSIMU
ITIOCTOSIHHO COBEPLIEHCTBYOIMUMHUCS, TAK KaK U3MEHSIOTCSA B COOTBETCTBUHU C PACIIUPEHUEM
npenacrasiiennii o naroreHeze M/IC ¢ pa3BuTreM MOJEKYISIPHOW OMOJIOTMH, UMMYHOJIOTHH,
OMO(PHU3UKH, IUTOTCHETUKU. AHAIN3 UCTOPUHU PA3BUTHS HAYUHBIX IIPEJICTABICHUN O
MIEPBUYHBIX MUETOIUCIUIACTUYECKUX CUHIPOMAaxX MOKA3bIBAET, YTO N€MATOJIOTHYECKaAs,
naTojiornyeckas u ononornyeckas rereporeHHocts M/IC tpebyer nanbHeiero
THIATEJILHOTO UCCIEAOBAHMS U CUCTEMAaTH3alUU ClieHu(PUUEeCKUX JUIsl 3TOro 3a001eBaHus
OCOOEHHOCTEH.
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