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Muenoducnaacmuueckue cundpomot (MIC) — eemepoeennas epynna KAOHAAbHbIX
3a001e8aHULl ONYX041e801 nPupodsl, 8 OCHOBE PA3BUMUS KOMOPBIX AeAHCUM NOpadice-
Hlle 2eMON03IMU1ECKO CMB0A080I KAemKU, COnpogodicoaroujeecs HeaghgheKmugHsim
2eMON0330M, OUCHAACMUMECKUMU UBMEHEHUSIMU, 3ampPasUBatouuMU KAemKu 00HOL
UAU HECKOAbKUX AUHULL MUEA0N093a, U NOBbIUEHHbIM PUCKOM PA3GUMUSL OCIPbIX
Muenouduvix aeitko306. Ha npomsiceruu daumensroeo epemernu MIC ne paccma-
mpusanu Kax 310Ka4ecmeentvle Hogooopasosanus. llepsas Opanko-Amepukaro-
bpumanckas knaccuguxayus MJ[C 6bira npednoxcena 6 1976 e. u 3amem donon-
Hena uymounena 6 1982 2. B 1997 u 2001 e., a 3amem u 6 2008 2. 6 kaaccugpuxayuu
BO3 Hosoobpazosaruii KpoeemeopHotli mKaHu Obli 6HeceH P UMEeHeHU 8 Yacmu,
kacarouwetics MJIC. Hexomopole nonoicenus 6viau 3amem Ymo4HeHbl 8 Nepecmo-
mpennoil kraccuguxayuu BO3 onyxoneti kposemeopuoil u AumgouoHoil mxkanu
(2016 2.). B nacmosiuem 0630pe npedcmaenerbi OCHOBHbIe NPUHUUNBL OUACHOCHU -
Kku MJIC ¢ yuemom nocaeduux usmeneruil 6 kaaccugpukauuu. Paccmompero 3na-
ueHue YUmomop@oa02uuecKux npu3HaKos, UMMYHOMHEeHOMUNUPOBaHUsl, yumoae-

Hemu4eck020 aHanu3a, a maxdice KAuHu4eckux oannvix 0aa ouaenocmurxu MI[C.

Muenonucnnactuyeckue cuHapombl (MJIC) — re-
TeporeHHasl TpymIia KJIOHaJIbHBIX 3a00JIeBaHUI OMy-
XOJIEBOM MPUPONBI, B OCHOBE Pa3BUTUSI KOTOPHIX Jie-
JKUT TIOpaxkeHUe TeMOITO3TUYECKOI CTBOJIOBOM KIIETKH,
comnpoBoxaalieecs HeaHEKTUBHBIM IT'eéMOIT0230M,
JUCIIACTUYECKMMU U3MEHEHUSIMU, 3aTparuBarolm-
MM KJIETKM OJHOM WM HECKOJbKMX JIMHUI MUEJIONOd-
3a, U MOBBILIEHHBIM PUCKOM Pa3BUTHUSI OCTPbIX MUEJIO-
UOHBIX JICKO30B.

MC ciaeayeT oTanyaTh OT «MUEJIOAUCIIIA3UU» —
AHOMAJIBHOTO B MOP(OJIOrHYeCKOM U (DYHKIIMOHATTBHOM
IIaHE COCTOSTHHSI KOCTHOMO3TOBOTO KPOBETBOPECHMST, BBI-
3BaHHOTO Ie(ULIMTOM BUTaMKHa B , 1 posmeBoii kucmo-
ThI, IEACTBUEM AJIKOTOJIs1, HAPKOTUYECKMX CPENCTB, TOK-
CUYECKUX XUMHUYECKUX BELIECTB (CBMHELL, MBIIIBSIK ), TIPO-
TUBOOITYXOJIEBbIX U aHTUBUPYCHBIX MPEIapaToB.

MIC (CMHOHUMbI — IUCMUEIONO3TUYECKUE CUH-
IPOMBI, IpeMIeIKeMUIEeCKEe CUHIPOMBI, OJIUTO-
OJIAaCTHBIN OCTPHIN JIeiK03) OBbLIM BIIEPBHIE OMUCA-
HBI B 1930—1940-x rogax moa Ha3BaHUEM «IIepBUYHAS
pedpakrepHas anemus (PA)» n «mmpemieitkeMmaeckast
a"nemus» [1]. B mocaenytomem dpaHko-AMeprKaHO-
Bpuranckas (PAB) rpyIimna reMaToI0ToB MpeIIoXIIa
YTOYHEHHBIC KPUTEPUH, TTO3BOJIsTIONNE OTaAnInuTh MJIC
oT ocTphrix Jetiko3oB (OJI). B mepBonavanbHoit PAD
knaccudukanum OJI ykazaHHBIe 3a00J1eBaHUST 0003HA-
JaJIUCh KaK TUCMUEIOMO3TUYECKIE CUHIPOMBI, B CO-
CTaBe KOTOPBIX BBIIEISIIUCH XPOHUYECKUI MUETIOMO-
HOIIMTapHBI Jieiiko3 (XMMJI) u pedpakrepHas aHe-
mus ¢ n3o6ITKoM 671acTtoB (PAWB) [2]. PAWUB BriTIouana
cllyyad, KOTOpbIe paHee AMarHOCTUPOBAIMU HE TOJb-

KO Kak «nepBuYHas PA» 1 «mpenjieiikeMuyeckasi aHe-
MUSI», HO U KaK «IMpeieiKeMus», «Tiieronias jJenke-
MUSl» WIN «aTUIn4ecKkas Jieiikemusi». B 1982 r. auc-
MUEJIOTIO3TUIECKIE CHHIPOMBI OBUIH IIepPEMMEHOBAHEI
B M/IC, a ®AB-rpyntioii 66111 pa3paboTaHbl IPUHITU -
eI nX Kiaccudukaym [3]. B 1985 r. yrouHeHbI Kpure-
pun nuddepeHIanTbHOM nnarHocTuk MJ1C n ocTphIx
MUEJIONIHBIX JIeliko30B [4]. Ha ocHoBaHuM pe3ynbTa-
TOB IIUTOMOP(MOIIOTHUYECKOTO M3YyUYCHUS IIPEeIapaToB
nepudepruIecKoil KpOBU M KOCTHOTO MO3Ta M [TUTOXM -
MHYECKOM peaKIny Ha XeJie30 1o Ilepicy cranm Boime-
JISITH IISITh OCHOBHBIX TToATHITIOB MIC, BCTpevaronmx-
Cs C pa3IMYHOM YaCTOTOM Y B3POCHBIX OOJNBHBIX: PA,
PA ¢ xonbsueBbiMu cunepoodaacramu (PAKC), PAUDB,
PAWDB B ctanuu tpancpopmaumu u XMMIJIL.

B 1997 r. akcnepramu BO3 Obla mpeacraBicHa
knaccudukanusgs MJIC, BkiovyaBiiasg Hapsity ¢ MOp-
(osornueckuMy Mpu3HaKaMu MaTOJOIMYECKUX KJie-
TOK JaHHBIEC LIUTOTEHETUYECKOr0, MOJIEKYISIPHO-TEe-
HETUYECKOI0 U UMMYHOIIMTOJIOTUYECKOTO aHaIU-
3a [5, 6]. B knaccudukalmoHHy0 cXeMy, moMumMo PA
n PAKC, 6b111 BBeZeHbI pedpakTepHask LIUTOMEHUS
C MYJIbTUJIMHEHOM nucruia3ueil u pedpakTepHas 1u-
TOMEHUS C MyJIbTUWJIMHEWHOM NUCTUIa3Uel C KOJIbLIEBbI-
MU cuepobnactamu. Beigenensl 1sa Bapuanta PAUD
(PAUB-1 u PAWUB-2), MJIC HeyTrouHeHHbIlt 1 MIIC,
aCCOLMMPOBAHHBIN ¢ U30JIMPOBAHHOM Aeenuen 5q —
del (5q). Uckimtouenst PAU DB B cTanuu TpaHcgopmaiiuu
1 XMMUJI, koTopklii ObLT IEPEBENECH B KATETOPUIO MU-
€JIOMMCILIACTUICCKIX,/ MUEIIONPOIN(EepaTUBHBIX HO-
BOOOpa30BaHUM.
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YcoBepuieHcTBoBaHHag kiaccudukauuss BO3
OTyXOJIeii KPOBETBOPHOUN M TUM@POUAHON TKAaHU
(2008 r.) [7], ocHOBBIBaBILIASICS HA ONPEAEICHUUN CO-
nepxXaHus 6JacTOB B KOCTHOM MO3re U nepudepuye-
CKOIt KpOBM, TUIIA U CTETIEHU TUCIIIAaCTUYECKUX U3ME-
HEHMIT KPOBETBOPHBIX KJIETOK C YYETOM HAaHHBIX ITU-
TOTEHETUYECKOTO aHajn3a, MO3BoJIMIa 0ojiee YETKO
BBIIEIUTH OMHOPOIHbBIE TpymITbl 00JabHBIX M/IC 1 uMe-
Jia OOJIBIIIYIO MPOTHOCTUYECKYIO 3HAUUMOCTh. B cooT-
BETCTBUUY C YTOUHEHHOM CXeMOM MPEAIioaarajoch Bbl-
JIeJieHUe CIeAYIOIINX BOChbMU OCHOBHBIX hopMm MJIC:
pedpakTepHast MUTOIICHUSI ¢ OTHOJIMHEHON THUCIIa-
sueil (PA, pedpakTtepHas HeliTponieHUs, pedpakTep-
Hast TpomoouuTornieHus1); PAKC; PA ¢ MylnbTUIMHEN -
Hoi aucrnasueit; PAUB-1; PAWUB-2; MJIC HeyTou-
HeHHbIN; MJIC, accounnpoBaHHBIN C U30JIMPOBAHHOM
del (5q); MJIC metrckoro Bo3pacra.

B onmy6nukoBanHoit B 2016 1. B xypHaiie «Blood»
HOBOI1 NepecMoTpeHHol Kinaccudbukauuu BO3 mue-
JIOUAHBIX HOBOOOPA30BaHUI U OCTPHIX JIEHKO30B [8]
K YMCJTy HauboJiee BasKHBIX KPUTEPHUEB IJISI BRIICICHUS
otnenbHBIX (hopM MJIC oTHECEHBI He TOT MU WHOU
TUIT LIUTOTIEHUH, a CTENeHb BBIPAXKEHHOCTU JAWCILIA-
3UU U MPOLIEHTHOE coliepXaHue OJaCTHBIX KJIETOK
B KPOBU M KOCTHOM Mo3re. B 3Toii cBsSI3u B UBMEHEH-
HO TepMUHOJIOTHH pa3TndHBIX hopM M/IC HeT Takmx
HanMeHOBaHMI, Kak «PA» u «pedpakTepHas LuTorne-
Hust». OHU 3aMeHeHbl TaKUMHU, Kak: «MJIC ¢ ogHOIM-
HeliHoM aucrasueit» uiu «MJC ¢ MyJabTUIMHERHO
nucriasueii», «MJIC ¢ KonblLeBbIMU cuaepodacTaMu
¢ OTHOJIMHEHOM quctiasueit», «MJ1C ¢ KoabLeBBIMU
cunepodIacTaMyu U MYJbTWIMHEWHOW OUCIIa3ueii»,
«MJIC c u36sITKOM 671acTOB» U «MJIC ¢ HUTOTeHETU-
yeckoit anoManueit del (5q)». B kauecTBe mpenBapu-
TeJbHOU (YCIOBHOI) HO30JIOTMYECKO (POPMBI B HO-
Belimeli Kimaccudurkamuu BO3 coxpaHsieTcst pedpak-
TepHasl HUTOMEHUS TETCKOTrO BO3pacTa.

M3meHeHUs KacaloTcsl Takke MPU3HAKOB, MO3BO-
Jsrotyx oTnunuTh MIIC oT peakTUBHBIX IIUTONEHUI
W IUCIIJIa3Wii, BbI3BAHHBIX JECTBUEM APYrUX (PaKkTo-
pos. [lopor wid onpeneaeHrs UCIIa3UU COXPAHSIETCS
Ha npexHeM ypoBHe (10% KJIETOK C IUCITIaCTUYECKU -
MU U3MEHEHMSIMU B JTI000i1 U3 TUHUI reMoroa3a). Of-
HaKO MPUXOIUTCS YIUTHIBATh, YTO TTOTOOHBIN YPOBEHD
IVCIUIA3MHU B HEKOTOPHIX CIIy4Yasix MOKET ObITh BBISIBJICH
W'y 300POBBIX JIIOE, U IIPU LIUTOIIEHUSIX, HE CBA3aHHBIX
C HEOIUIaCTUYECKUM TipoiieccoM. Kpome Toro, mpu au-
arHoctuke MJIC nmpu3Haku AUCIIa3UM HE BCeraa Mo-
TYT OBITh UACHTU(UILIMPOBAHBI JaXKe TTPU UCCIICIOBAHUH,
BBITTOJTHCHHOM TeMaTOIIaTOJIOTOM BEICOKO KBaTu(prKa-
. K 9mciry oTHOCUTENTEHO cieUMIIeCKIX M BOCITPO-
W3BOAUMBIX MTPY MUEJOAUCITIIA3UM MOTYT OBITh OTHECE-
HbI TOJIbKO HEKOTOPbIE UBMEHEHMU ST, 0OCOOCHHO HaTnyue
MMKPOMETraKapruOoILIUTOB, UICHTU(MUIIUPYEMBIX C ITIOMO-
b0 UMMYHOLIUTOXMMUYEeCKIX Mapkepos [9, 10]. Kiro-
yeBbIM TTpu onpenesieHun dopmel MJIC ocTtaercs moa-
CYET MPOLIEHTHOIO ColepXKaHus 0JIACTOB MUEJTOMIHOMN
MPUPOIIbI, ONPENEIISIEMbIX B XOPOIIO ITPUTOTOBIEHHBIX
¥ OKpaIlleHHBIX Ma3KaX KOCTHOTO MO3ra 1 KpoBH [9].
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Cepbe3Hble U3BMEHEHMS POM30IIUIA B TMaTHOCTHKE
MUEJIOMIHBIX HOBOOOPA30BaHUI, IIPU KOTOPBIX YUCIIO
SPUTPOUITHBIX KIIETOK-TIPEIIICCTBEHHUKOB IIPEBBIIIACT
50% Bcex MueIoKapruoInToB. CorracHO MOTU(MPHUIINPO-
BaHHoO# Kinaccudukanyy BO3 2016 r. mpoiieHT 6J1acT-
HBIX KJIETOK HEOOXOIMMO ITOACYUTHIBATD C YIETOM BCE-
IO KOJIMYECTBA SIIPOCOAEPKAIINX KIETOK, a HE Cpenn
HE3PUTPOMIHBIX KJIETOK, KaK 3TO ObUIO paHee [6, 7].
TakuMm oOpa3zom, OOJBIIMHCTBO OOJIbHBIX, ¥ KOTOPBIX
paHee yctaHaBiauBanu nuarto3 OJI spurpommgHoTro/
MUEJIONIHOTO TUTIA, TOJIKHBI ObITh KJIaCCU(PUIINPOBA-
HbI Kak uMetomne M C ¢ n30bITKOM 0JIaCTOB.

B teuenue mmurensHoro BpeMeHn MJIC, Kak 1 psin
MMUEJTOTTpOoSI(epaTHBHEIX 3a00JIeBaHI I (MICTUHHAS I10-
JIMUMTEeMUs, TIEPBUYHBINA MUeT0o(puOpo3 u ap.), He OT-
HOCWJIM K KaTeropuu omyxoieii. JlaHHbIe 0 3a0o0JieBac-
MoCTU U cMepTHOCTU OT MJIC He BHOCUIUCH B HALIMO-
HaJIbHbIE U pETMOHAJIbHBIE KaHLIEP-PerucTphl. CUTYyalmst
n3MeHmIach nocie myoamkanuu B 2000 r. moa srugoi
BO3 3-ro m3ganus MexxmyHapogHON KiiacCuDUKAIIIN
6onesneit (MKB) niig onkonoruu (ICD-0-3) [11]. Ha-
ypHas ¢ 2001 1. momoOHbBIEe CBEACHUS CTAJIM PETUCTPU-
poBaTh B psilie CTpaH 3amana, 9To IOCTYXIIO OCHOBOM
IIJISE TIPOBEACHMST AECKPUTITUBHBIX SITUACMUOIOTIIE -
CKUX UCCIeTOBaHUIA.

®opmer MJIC, kotopsie Bouum B MKbB mitst oHKO-
Jioruu nocneaHero nepecMotpa (ICD-0O-3) B penakumu

2011 r., npuBeaeHsI B Tab. 1.
Ta6nuua 1
®opmbl MAC cornacHo MKB ansa oxkonorum (ICD-0-3)
B pepakuun 2011 r.

Kop ®opmbl MAC
9980/3 (PA
PA 6e3 cugepobnactos
9982/3 | PA ¢ cupepobnacramu
PAKC
PAKC, accounmpoBaHHas C BbipaXeHHbIM TPOMOOLMTO30M
9983/3 |PAUB
PAVB
PAUB-1
PAUB-2
9984/3 | PAUB B ctaguu Tpancdopmauum [ycr.*]
PAWB B cTaguu TpaHchopmauum
9985/3 | PA ¢ MynbTUAMHEHOW Aucnnasuei
9986/3 | MAC c peneuwmeii 5q (5q- cuHapom)
MJC c n3onuposanHoii del (5q)
9987/3 |MAC, cBa3aHHbIiA C Tepanueil, 6e3 AONONHNTENbHBIX
YTOYHEHMiA
MZC, cBs3aHHbI C Tepanuei ankuanpyioLWLMMK areHTamm
MJC, cBsI3aHHbIN C Tepannein aNMnofoPpuIIOTOKCUHOM
9989/3 |MAC, 6e3 fONONHUTENbHBIX YTOYHEHUI
MAC Heknaccuduumupyembiii
lMpepnenkos [ycT.]
MNpennenkemMuyecknini CMHAPOM [ycT.]
9991/3 | PedpakrepHasi HeTponeHms
9992/3 | PedpaktepHasi TpomGoLUTONEHUS

*YcTapesluee HaMMeHOBaHME.

B MKBb panee MJIC Bxonui B pyOpUKy 3a00JIeBaHU I
KPOBU 1 KPOBETBOPHBIX OPraHOB HEOITYXOJIEBOM ITPUPO-
nb1. BMKB 10-ro mepecmotpa B pegakiyu 2016 r. 3710Ka-
YeCTBEHHBIC HOBOOOPa30BaHUS TUM(PONIHOMN, KPOBET-
BOPHOI U POICTBEHHBIX UM TKaHe (pa3inaHblie (POpMbI
JMMbOM, JIEMKO30B, OITYXOJIM U3 TJIa3MaTUYECKUX KJle-
TOK, TUCTHOLMTOB) nMeloT Koasl C81-C96. MJIC, He-



OIUIACTUYECKAs MPUPOAA KOTOPBIX B HACTOSILIEE BPEMSI
He BbI3bIBAET COMHEHMUI, BOLLJIM B YHUCJIO HOBOOOpa30-
BaHUI HEOIIPENECICHHOIO WJIM HEU3BECTHOIO XapaKTepa
(D37-D46), a umenHo D45 «/cTuHHAsE HOIULATEMUST»
u D46 «MuenoaucriiacTuaeckue CMHaApoMb» [ 12]. B py-
6puKy D46 takxe BkoueHb MIIC, CBA3aHHBII C aJTKU-
Jupytomnmu areHTamu, MJIC, cBsI3aHHBII C 3MTUMNOI0-
¢unnorokcuHom, MJIC, cBA3aHHBIN C Tepanueil, Hey-
TouHeHHBI. [Tpr 3TOM Obl1a UCKITIOUEHA aTlJIacTUYecKast
aHeMMsI, MTHIYLIMPOBAHHAsI JIEKAPCTBECHHBIMU IIperapa-
tamu 1 Hapkotukamu (D61.1). @opmelt MJIC, KoTophie
pouuti B MKB 10-ro nepecMotpa B pegakiumu 2016 1.,
MpUBEJEHBI B Ta0. 2.

TaGnuua 2
®opmbl MAC cornacHo MKB 10-ro nepecmortpa B pepakumm 2016 1.

Kop ®opmbl MAC

D46.0 |PA 6e3 cupepobnacTos
(6e3 cupepobnactos, 6e3 n3bbiTka 6aacToB)
PAKC
PAUB
PAUB-1
PAUB-2
PA HeyTO4YHEHHas
PA ¢ MynbTUAMHENHOM Ancnnasven
MJC c nsonuposanHoii del (5q)
50~ cuHApOM
Apyrve MAC
Uckmoyen: XMMI (C93.1)
MJC HeyTO4HEeHHbII
Muenoaucnnasus (63 LONONHUTENBHOTO YTOYHEHMS)
Mpenneiiko3 (cuHapom) (6e3 LONONHUTENLHOTO YTOYHEHMS)

D46.1
D46.2

D46.4
D46.5
D46.6

D46.7

D46.9

M/IC BO3HMKAIOT IPEUMYILIECTBEHHO Y JIUII TTOKU -
JIOTO ¥ IIpeKJIOHHOro Bo3pacTta. B atom minane MJIC
HAITOMMHAET XPOHNICCKUA TUM@POIIEIKO3 U MHOXKE-
CTBEHHYIO MUEJIOMY.

Kaunuuecxue nposeaenusa MJ]C 9BISIIOTCS HecHe-
HUupUIeCKMMHU, 00YCIOBIEHHBIMU TJIaBHBIM 00pa-
30M HaJWYMEM LIUTONECHUHU (aHEMUM, HEUTPOTIEHUU
u/vnu TpoMooruronennn) [13—15]. I[Ipusnaku opra-
HOMETAJIMM BbISBJISIIOT HEYacTo. AHeMus, HabJonaoo-
mascs y 6onsmmHeTBa 60716HEIX MJIC, 00ycaoBiImBa-
eT CJIaboCTh, CHIDKEHNE KAauyecTBa XXM3HU ITallUCHTOB,
JIECTaOWITM3AIINIO COITYTCTBYIONINX CEPACYHO-COCYIM-
CThIX 3a00JieBaHMil. CHUXXEHUE COlepKaHUSI TPOMOO-
LIMTOB, KaK MPaBWJIO ¢ HapyllIeHueM UX GYHKIU, TTPHU-
BOIMUT K ITOSIBJIEHUIO CUMITTOMOB KPOBOTOUMBOCTH J1axKe
IIPY yMEPEHHOI TpoMboLMToreHuU. PYyHKIIMOHAIbHbIS
IedeKThl HeHTpo(pMIoB (CHIDKEHNE aATe3MBHBIX CBOCTB
M XeMOTaKCHCca, CITIOCOOHOCTH K (paromTo3y, yMeHb-
[IeHNEe aKTUBHOCTY MUEJIONIEPOKCUAA3HI M IIEeJIOUHOMN
docdaraspl) naxe Mpu yMEpeHHON HEUTporeHuu 00-
YCITOBJIMBAIOT Pa3BUTHE WH(HEKIIMOHHO-BOCITAIUTEIb-
HBIX U3MEHEHU, BI3BAHHBIX OAKTEPUSIMU U TPUOKAMMU.
¥V MHorux 6onbHbIX MJIC 0TMEUaloT ayTOMMMYHHBIE Ha-
pylieHMs (BaCKYJIUTHI, CEPOHETaTUBHBIC ITOJTMAPTPUTHI,
PEIMINBUPYIOIINE BOCIIAIUTEIIBHBIC TIPOLIECCH B XPSi-
IIeBOI TKAHM).

Pesyivmamut uccaedosanus Kpogu u KOCHmHo20 Mo3-
2a 6ompHBIX MJIC cBeneHnl B Ta61. 3. Y 90% nanyeHToB
OTIPEICIISTIOT MIPU3HAKA aHEMMH, KaK IIPaBUjIO MaKpo-
MTapHoil. HeifirporneHuio 1 TpoOMOOLIMTONIEHUIO B MO-
MEHT YCTAHOBJICHUS OUAarHO3a BBIABJSAIOT IouTH Y 30%

GOJTLHBIX, OYEHB PEIKO MPU OTCYTCTBUM aHeMUU. B psine
CJIy4aeB MOXET OBbITb OOHAPYKEHO HEOOJIbIIOE KOJIuJe-
CTBO LIMPKYJIUPYIOIIUX B KPOBU 0JIaCTOB, PEAKO MTPEBbI-
maromiee 5%.

HccnenoBanne KOCTHOTO MO3Ta SIBJIIETCST 00s13a-
TEJIBHBIM M 3aHMMAaeT LIEHTPaJIbHOE MECTO B AMATHOCTH-
ke MJIC. Kak npaBuino, y 6onbHbIX M/IC oTMeYaloT ru-
MEePKIETOYHOCTh KOCTHOT'O MO3Ta M IPM3HAKHU TUCILIA-
CTUYECKUX U3MEHEHUI B KJIETKaX OMHOM U 0oJiee TMHUI
muenionoa3a. CoaepxkaHue OJACTHBIX KJIETOK (arpaHy-
JIIpHBIX 6J1aCTOB M MUEI00J1aCTOB, HO HE ITPOMMESIOLIU-
ToB) HIKe 20%.

Kaxk rmpaBuio, mst pacrrozHaBaaust M1 C moctatodHo
LUTOJIOTMYECKOTO MCCIeIOBAaHMS Ma3Ka U3 CTePHAIBHO-
'O MyHKTaTa KOCTHOTO Mo3ra. bosiee nHBa3uBHas Tpemna-
HOOMOIICHSI KOCTHOTO MO3T'a ITOIB3IOIIHON KOCTU U U3-
yYeHUE TUCTOJIOTMYECKUX ITPENapaToB SBJISTIOTCS KpaitHe
BaXHBIMM ITPY HATMINN MUEJI0(IOPO3a, OIIPeIeIsTIONIe -
rocs1 y 15% GObHBIX WK Xe IPY PEIKOM TUITOILIACTHU -
YECKOM COCTOSTHUM KOCTHOMO3TOBOT'O KPOBETBOPEHUSI.
I'ucTonornueckoe n3ydyeHue TpenaHoOUONTATOB M03BO-
JigeT 60JIee TOYHO OLIEHUTh KIIETOYHOCTh KOCTHOTO MO3-
ra, aHOMaJIbHOE PACIIOIOXKEHNE KPOBETBOPHBIX KJIETOK-
MIPEAIICCTBEHHNKOB M COOTHOIIICHNE KIIETOK Pa3HBIX
POCTKOB I'eéMOIT033a, COCTOSTHUE CTPOMBI, XapaKTep Ba-
CKYJISIpM3alliy KOCTHOTO MO3ra, HaJIMYue peakTHBHBIX
U3MeHEeHUI B BUAe (POpMUPOBAHUS TMM(PONTHBIX y3eI-
KOB, HAJIMYHME TIa3MaTHIECKUX KIIETOK, TUCTAOIIUTOB/
MakpodaroB, HapylIeHUs OOMeHa XeJje3a.

Jlucnaacmuveckue uzmeHeHUA KACMOK PA3AUMHBIX AUHUT
Mueaonossa. JIuc3puTporios3 MposIBIsSIeTCS TIPEXIe Bee-
0 MOP(OJIOTMIECKIMI M3MEHEHUSIMU B SIIPaxX KIETOK
3PUTPOOIACTIIECKOTO Psifa (IBYXbSIAEPHOCTh 1 MHOTO-
SIIEPHOCTB, TOJTBYATOCTh U (DparMeHTALIVS SITIep, HATMIIIE
MEXbSIIEPHBIX MOCTUKOB, IPUOOPETEHNE KIIETKaMU Me-
rago01aCTOMIHBIX TPU3HAKOB). MOI'YT OTMEUAThCS TAKXKE
BaKyOJIM3AMMS LINTOIUIA3MBbI, Ae(hEKTHI €€ TeMOTTIO0MHHU-
3alUMu, TosiBiieHue Tenen 2Komu, konel, Kebota. J11st BbI-
SIBJICHMSI KOJIBIIEBBIX CIEPO0IACTOB, COMEPXKAIIIMX HE Me-
Hee 10 rpaHy1 Xeje3a, paclooKeHHbIX B BUIE KOJIbLIA
BOKDYT sIIpa, IIPOBOIUTCST OKpacka Ma3KoB 1o Ilepicy.
VY 30% 6onbHbix MJIC 0TMEYalOT OKpalllMBaHUE LIUTO-
TTa3MEBI KJIIETOK SPUTPOOIaCTIIECKOTO psia IIPH ITPOBe-
JeHUU uToXuMHuueckoi PAS-peakiuu.

JuCcrpaHyI01IMTONO033 XapaKTepU3yeTcsl TUIocer-
MEHTaLMel ssaep HeRTpouiIoB (MMpruoOpeTeHHAs TICEeB-
JOTIeJTEIePOBCKAsT aHOMAJIHSI JICKOLIMTOB) , AHOMAJILHOM
KOHIEHCAIIMe XpoMaTHa, 00pa30BaHUEM SIIep KOJb-
LEeBUITHOU (POPMBI, HAIMYMEM arpaHyIsipHBIX WJTU THTIO-
TPaHYJISIPHBIX HEUTPOPUIBHBIX JeHKoLUTOB. [Tanouku
Ayapa B LIMTOILIA3Me KJIETOK IPaHYJIOLUTAPHOIO psla
BBISIBISIIOT y 11% GonbHBIX. [1py IUTOXUMUYECKOM HC-
CJIeIOBaHUH Y HEKOTOPBIX ITAIIEHTOB OIPEIEIISICTCS BBI-
pakeHHast aKTUBHOCTh MUEJIOIIEPOKCHUIA3HI.

Jucruia3us KIeTOK MerakapruoLuTapHOTo psiaa Ipo-
SIBJIICTCS B HAIMYIMU TUITONO0IbYATHIX M OMHYKJICapHBIX
METaKapuoOILIMTOB, METAaKapHOIIMTOB PAa3HOTO pa3Me-
pa ¢ MHOTOUYHCIICHHBIMH SIIPAaMU, TIOSIBJICHUH B TICpH-
(bepuyeckoit KpOBU TMUTAHTCKUX (POPM TPOMOOIIMTOB.
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Tabnuua 3
Pe3ynbTathl ucCnepnoBaHus nepudepuyeckoit KpoBM, KOCTHOrO MO3ra 1 AaHHble LMTOreHeTu4eckoro aHanmsa npu MAC
S| < KosnbueBbie cu-
s<S35 = AepoonacTbl Bnactbl B nepudepuyeckoi
Ho3onoruyeckas ESs F (o LiutoreneTnyeckue U3MeHeHUs Npy PyTUHHOM
c pUTPOUAHBbIE kposu (MK)
HERRE é 25 2 3JIeMEeHTbI KOCT- W KocTHOM mo3re (KM) KapuoTunueckom ananuse
Qs =
S¥ = HOro Mosra)
MAC ¢ ogHonmHeiiHon | 1 1um 2 < 15%/< 5%** KM < 5%, MK < 1%, otcyTcTaue |Jliobble, €Cv He BHINOMHAKOTCS BCE KPUTEPUM
aucnnasueit nanoyek Ayapa g MAC ¢ nsonmpoanHoii del(5q)
MAC ¢ mynbTunuHeinHoit (2 wimu 3 [ 1-3 < 15%/< 5%** KM < 5%, NK < 1%, otcytctame | Jltlobbie, €Cnu He BLINONHAOTCS BCE KPUTEPUM
aucnnasueii nanoyek Ayapa ang MAC ¢ nsonmpoanHoii del(5q)
MZC ¢ KonbLeBbIMK CU-
nepobnacramu:
MZC c konbLieBbl- 1 1um 2 | > 15%/> 5% KM < 5%, MK < 1%, JlioBble, ecnn He BbINONHSIOTCS BCE KpUTEpUN
MU cuepobnactamu OTCYTCTBME Nanoyek Ayapa ans MIAC ¢ nonuposaHHoii del(5q)
C O[IHOJIMHENHOIA Anc-
nnaswuei
MZC c konbLieBbl- 2um 3 [1-3 > 15%/> 5%** KM < 5%, MK < 1%, JlioBble, ecnn He BbINONHSIOTCS BCE KpUTEpUN
mu cupepobnacta- OTCYTCTBME Nanoyek Ayapa ans MIAC ¢ nonuposatHoii del(5q)
MU C MYNIbTUINHENHO
nucnnasueii
MZAC ¢ u3onuposatHoii | 1-3 1-2 OtcytcTre KM < 5%, MK < 1%, Tonbko del(5q) unam ¢ 0fHOI AONOAHUTENBHON aHO-
del (5q) unu nto6oe Konm- | oTcyTeTBUE Nanoyek Ayapa manueit, 3a ucknoyexnem -7 unm del(7q)
4eCTBO
MAC c n3bbitkom bna-
CTOB:
MZC ¢ n36bitkom 6na- | 0-3 1-3 OtcytcTBHe KM 5-9% unun MK 2—4%, Jliobble
cros-1 unu nto6oe Koiu- | oTeyTeTBUE Manoyek Ayapa
4eCTBO
MZC ¢ n36biTkom 6na- | 0-3 1-3 OtcytcTBHe KM 10-19% wnnm MK 5-19% Jliobble
CTOB-2 unm mo6oe Konu- | unu Hanuume nanoyek Ayapa
4eCTBO
MJC Heknaccuduum-
pyemblii:
¢ 1% 6nacros B kpoBu | 1-3 1-3 OtcyTcTBUE KM < 5%, MK = 1%, Jliobble
wnu nioboe konu- | oTcyTcTBME Nanoyek Ayapa
4eCTBO
C OJHONMHEIHOI anc- | 1 3 OtcyTtcTBUE KM < 5%, MK < 1%, Jliobble
nnasmei n NaHLMTo- unu noboe konu- | oTcyTCTBUE Nanoyek Ayapa
nexmeit* 4eCTBO
OCHOBaHHbIN Ha onpe- |0 1-3 < 15%*** KM < 5%, MK < 1%, Anomanuu, onpeaenstowme MAC
LeNeHnn LUToreHeTu- oTCyTCTBME Nanoyek Ayapa
YeCKUX aHOManui
PedpakrepHas uutone- |1-3 1-3 OrcytcTBue KM < 5%, NK < 2% Jlio6ble
HWUS IETCKOr0 BO3pacTa

**Ecnu umeeTcs mytauus reHa SF3B1.

LIeBbIMM cuaepobnacTamu ¢ OAHONMHEHON aucnnasue.

*LluToneHus onpeaenseTcs npu: coaepxaqui remornobuta < 10 r/an, pomboumtos < 100 - 10%/n, abcontoTHOM KonuyecTse Heiitpodunos < 1,8+ 10°/n. B peakux
cnyyasx MIC MOXET BbISBAATHCS NPY YMEPEHHOM aHEMUM UTN TPOMOOLIMTONEHMUH (BbILLE YKA3aHHbIX 3HAYEHMIA). KonnyecTBo MOHOLMTOB AI0MKHO ObiTh < 1+ 10%/n.

***B cnyyasx ¢ KonbLeBbiMK cuaepobnactamu > 15% oTMeyaeTcs BbipaXeHHas rnepnnasus KneTok aputponoasa, knaccuouumpyiotes kak MAC ¢ konb-

Ilumozenemuueckue anomasuu u mMymauuu 2eHos.
BosbIHCTBO aHOMAaIHIA, UMEIOIIMX 3HAYEHME TIPH pac-
no3HaBaHUK MJIC y GOJIbHBIX C LIUTONEHUSIMU, ObLIU
nepevnciieHsl eme B Kinaccudukanuy BO3 2008 r. ITox-
YEPKUBACTCS, YTO IIUTOTCHETUICCKIE aHOMAJIUHY Y T1a-
1IMEeHTOB ¢ mopo3peHueM Ha MJIC noJXKHbBI ObITh BBISIB-
JIEHbI PYTUHHBIMU METOIAMU KapUOTHITUPOBAHUS Oe3
ucnonbp3oBanug FISH MeTona iy TeXHOMIOTUI ceKkBe-
HupoBaHus [8, 9]. [Ipu OTCYTCTBUM COOTBETCTBYIOIIMX
JMMAarHOCTUYECKUX MOP(POIOTNMIeCKUX ITPU3HAKOB TaK1e
XpOMOCOMHEBIE aHOMannu, Kak +8, —Y wm del (20q),
HE MOTYT CUMTAThCS PEIIAIOIIMMU ISl BeprupUKaLu
MJIC. Y 80—90% 60nbpHbIX MJIC ycTaHOBJICHBI MyTalluN
reHoB SF3B1, TET2, SRSF2, ASXL1, DNMT3A, RUNXI,
U2AF1, TP53, EZH2. OnHako cienyeT IMOg4epKHYTh,
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YTO MTOMOOHBIE KJIOHATBHBIC MYTAIIUM MOTYT BBISBIISITh-
CsI B KPOBETBOPHBIX KJIETKAX 300POBBIX JIIOJEH MOXKUIO-
TO BO3pacTa — TaK Ha3bIBaeMbIii KJIIOHAIBHBIN TEMOIIO-
93 ¢ HeoIIpeIeICHHBIM OTeHIMAIoM. 1o aToi mpranHe
B COOTBETCTBUU ¢ Kitaccudpukanueit BO3 2016 r. BoIsB-
JIEHME yKa3aHHBIX MyTallnii, accouurupoBaHHbIX ¢ MJIC,
He MOXET CUYUTAThCS JOCTATOUHO HAIEKHBIM TSI BEpH-
¢ukanmm nrar{Hosa. B 1o xe BpeMsi KOJTMIeCTBO W THUIT
MYyTallMii B 3HAUUTEIbHON CTENIEHU acCOLMUPYIOTCS
¢ MporHo3oM TeueHus 3adoneBanusd. [Tpu M/C ¢ koib-
LIEBBIMM CHIEPOOIACTAMH 9aCTO BO3HUKAIOT ITOBTOPSIIO-
muecst Mytauuu reHa SF3B 1, cauralolyecs: paHHUM CO-
ObITHEM B IMaToreHese 3adoseBanus. [Iportos mpu MC
C KOJIBLIEBBIMU CHUACPOOIacTaMU P OTCYTCTBUU MyTa-
it SF3B1 3Ha4nTEIbHO XYXKe, YeM MPU UX HATUIUH.



Bmopuunsie MJIC. [Tomumo MJIC, BOZHUKAIOIITNX
CMOHTaHHO (de novo), HabmoaaroTcst BropuuHbie MJIC,
00YCJIOBJICHHBIC MEHCTBHEM HEOJIaronmpuATHBIX (bak-
TOPOB (KypeHUe, MOHU3UpYIoLIas pagdanus, 6eH3071
U Jpyrue OpraHu4yecKrue pacTBOPUTENU, MECTULIUIIBI,
repOUIINIbI, IITUPOKO MPUMEHSIEMBIE B CEJIBCKOM XO-
3siicTBe). Bropuunbsie M C MOTYT BOSBHUKHYTh TaKXkKe
KaK CJICIICTBYE JIy4eBOI TepaItiy ¥ IPUMEHEHHUS ITPOTH -
BOOITYXOJIEBBIX ITPEIapaToOB, TAKUX KAK AJIKWJIMPYIOIINE
areHThl (OycynabdhaH, KapOOoIaaTUH, KapMYyCTUH, XJIO-
paMOyIIIII, IUKJIOIUIATHH, ITUKIodochaMma, makap-
0a3uH, IOMYCTUH, MeJichasiaH ), UHTUOUTOPHI TOITOU30-
Mepasbl I (mayHOopyOULIMH, TOKCOPYOULIH, 3TOMO3UI,
MHUTOKCAaHTPOH), aHAJIOTW ITYPUHOBBIX HYKJICO3UIOB
(pnynapabun). Bropuunsie MJIC BO3HUKAIOT Ha MPO-
TSDKeHUM 4—7 JIeT TIOCJIe Hayajia Teparmu.

Jugppepenyuarvnotii duaenos. Hanuuume nuro-
neHuu u gucruia3uu, nmomumo MJIC, Habmomaercs
NpU PAIE APYTUX MATOJOTMYECKMX TPOLECcoB (rpu B -
donreBoaebUITUTHOIK aHEMU U, AEUCTBUY TSIKEJIBIX ME-
TaJuIoB, nedurure Menu). AnddepeHIMaTbHbIN IUarHo3
cleyeT NPOBOIUTH TAKxKe C ayTOMMMYHHBIMU Ipoliecca-
MM, 3a0071€BAaHUSIMY TIEYE€HU, TUTIEPCIITIEHU3MOM, PEIKU-
MM (hopMaMM HACJIEICTBEHHOIM aHEMIH, aIJIAaCTUYECKOM
aHeMMeil, pe3ybTaTaMuy BO3AECUCTBUS psiaa IEKAPCTBEH -
HBIX TIPEIIapaToB M BPEIHBIX (PaKTOPOB OKPYKAIOIICH
cpenbl, U3MEHEHUSIMU KOCTHOMO3TOBOTO KPOBETBOPE-
HUS TIPU METACTa3uPOBAHUM OITyXOJIEH, IPU BUPYCHBIX
nHbekumsIx, y BUY-uHGUIIMpoBaHHEIX.

YcTraHOBNIEHUE OMarHo3a KpailHe YCJIOXHSIEeTCs
MpU HEOOJBbIION IUTOMEHUN U YMEPEHHO BbIPAXKEH-
HBIX TIPpU3HAKaX TUCIUIA3MH B KJIETKaX KOCTHOTO MO3-
ra. B Takux ciyyasix 10 yCTaHOBJIEHMUS KJIOHATbHOCTU
IIpoliecca Ha OCHOBE BBISIBJICHHST aHOMAJIIA XpOMOCOM
BPEMEHHO MOXHO OTPaHUYUTHCS TMArHO30M «MAMOIIa-
TUYECKasl IIUTONEHUS HEOTIPEeNeIEHHOTO 3HAUCHUS».
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MODERN CLASSIFICATION
AND DIAGNOSIS OF MYELODYSPLASTIC
SYNDROMES

D.F. Gluzman, L.M. Sklyarenko, T.S. Ivanivska,
S.V. Koval, M. P. Zavelevich, M.S. Shvydka

Summary. The myelodysplastic syndromes (M DS) rep-
resent a heterogeneous group of clonal stem cell disor-
ders characterized by ineffective hematopoiesis with
varying degrees of pancytopenia in peripheral blood
and hyperplastic bone marrow, morphologic dysplastic
abnormalities involving one to three hematopoietic lin-
eages and increased risk of transformation into acute
myeloid leukemia. For a long MDS were not consi-
dered as hematopoietic malignancies. The first French-
American-British classification of MDS was proposed
in 1976 and modified in 1982. In 1997 and 2001, and
later in 2008, a number of changes concerning MDS
were made in WHO classification of hematopoietic neo-
plasms. In the revised version of WHQO classification
of tumors of hematopoietic and lymphoid tissue pub-
lished in 2016 some points on M DS classifications were
clarified and updated. The present review deals with the
principles of MDS diagnosis in the context of the updat-
ed classifications focusing on cytomorphology, immuno-
phenotyping, genetic and clinical data.

Key Words: myelodysplastic syndromes,
classification, diagnosis.
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